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5.1. BHAYEHMUME YIJVIEBOJOB B
AKNIHEJAEATEJIBHOCTU OPI'TAHU3IMA

YrineBoasl Hapsgy ¢ OenTkaMM W KMpaMHU  SBISIIOTCS  OCHOBHBIMH

COCTMHEHHUSIMH, HEOOXOIMMBIMH JJIsi  HOPMAJIBHOTO MPOTEKAaHUS MPOIECCOB
KU3HENEeATeIbHOCTH. OHM BBINOJHSIOT Psifi BAXKHEUIIMX (YHKUHUNA, K KOTOPBIM
OTHOCSITCS:

JHepreTuyeckasi - npu okucieHuu | r rioko3sl Beiaensercs 17,9 xJx
sHeprud. XOTd 3TO KOJMYECTBO TOpa3fo HIDKEe, 4YeM oOpasyercs mpH
okucnenu 1 r xupa (38,9 k/Ix), 0JHAKO 1O CKOPOCTH OCBOOOXKICHUS SHEPTHUHU
YTIEBOABI 3aHUMAIOT NIEPBOE MECTO B OPTaHU3ME;

IJIACTHYECKAS - U3 YIJIEBOJIOB M MPOJIYKTOB UX META00IU3Ma CUHTE3UPYIOTCS
IIIMLEPUH, AaMUHOKUCIIOTHI, HYKJI€OTU/ IbI, HYKJIEMHOBBIE KUCIOTHI U PSIIT IPYTUX
OMOJIOTMYECKU-aKTUBHBIX COCIUHEHUI;

pe3epBHAsi - YIVIEBOABI CIIOCOOHBI OTKJIAABIBATHCSA B OpraHu3Me B BHUJE
TJIMKOT€HA U PacxoA0BaThCs IO Mepe HEOOXOAUMOCTH;

CTPYKTYPHasi — TPOU3BOJHBIE YIVIEBOJAOB (IF€KCO3aMHHBI, CHajoBas U
HeWpaMHU-HOBasi KUCJIOTHI), TJUKO3aMUHOIJIMKAHBI, TJIMKOMPOTEUHbI BXOIST B
COCTaB MEMOpaH KJIETOK U OCHOBHOI'O BEILIECTBA COCUHUTEIBHON TKAHM;
cnenuduyeckne - THATYPOHOBAsS KUCJIOTA BBIMOJHSET 3alIUTHYIO (PYHKIIHIO;
TJIIOKYPOHOBAsi  KHUCJIOTAa y4yacTBYeT B  OO0E3BPEKUBAHUU TOKCHUYECKHX
MPOJYKTOB, 00pa3yroIuxXcs B opraHuszMe; (yko3a MNPUHUMAET Y4acTHE B
dbopMHUpOBaHUU TPYII KPOBU U T.I.

5.2. IEPEBAPUBAHHUE U BCACBIBAHUE
YIJIEBOJAOB

5.2.1. [lepeBapuBanue yrijieBoI0B B KeJIVIOYHO-KHIIIEYHOM TPAKTE

OcHoBHbBIE YIJ€BO/AbI IUIIHA

l l |

Iloucaxapuabl Jlucaxapuabl MoHocaxapuibl
(kpaxmaJi, IJINKOTEeH, (caxapo3a, MaJbTO3a, (raoko3a, ¢pykrosa,
KJIETYATKA) JIAKTO3A) rajakrTo3a, MAaHHO03a,
MEHTO3bI)

Cytounast moTpeOHOCTh B yrieBojaax y B3pocibix cocraBiseT 400 — 500, a

B ieTckoM Bo3pacte —10 —15 1 Ha 1 Kr Macchl.

[lepeBapuBaHue moJiMcaxapuaoB (Kpaxmalia M TJIMKOI€Ha) HAYMHAETCs B

poroBor mnosnoctu. llox npencrBHeM O-aMHJIa3bl  CIIFOHBI MIPOUCXOIUT
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pacmeruienne o 1,4-TTuKo3uIHBIX CBA3€H B MX MOJIEKYJax; MPU 3TOM oOpa3yercs
pAL JEKCTPUHOB U B KOHEUHOM CUYETE — MaJIbTO3a.

KPAXMAI | AMUWIO-, SPUTPO-, AXPO-, MAJIbBTO=—"> MAJIBTO3A
I'JIMKOI'EH JEKCTPUHBI

[ToMumo amMmiia3el B CJIIOHE OOHApy)KHMBaeTcsl TakXke MajbTasa,
TUAPOIU3YIONIas 00pa30BaBIIYIOCS MaJbTO3Y J0 TIIFOKO3bI, OJTHAKO aKTUBHOCTH €€
HU3Kasi W TPOSBJISIETCS JIMIIb MPU JUIATEIIBHOM HAXOXJICHUM MHUIIA B POTOBOM
ITOJIOCTH.

B xeqyake nefictBue aMuiiasel mpekpaiiaercs (pH xemymgounoro coka - 1,5
- 2,5) v nuib B 0oJiee TIIyOOKUX CIOSIX MUIIEBOr0 KOMKA, MPOMUTAHHOTO CIIIOHOM,
pacuierieHue MoJIMCaxapu0B HEKOTOPOE BpeMsl MPOJI0JLKAECTCS ¢ 00Opa3oBaHUEM
T€X e MPOJIYKTOB, UTO U B POTOBOM MOJIOCTH.

B ABeHAAATHIIEPCTHOM KUIIKE T0CJIE HEUTPAIU3ALMNU COITHON KUCTOTHI
OukapOoOHaTaMM TOJ/KEIYJOYHOIO0 COKa MaHKpeaTHdecKas aMuiiaza MpOoa0oJIKaeT
TUIPOJIM30BaTh CBSI3U 1,4 B HEpACIICTUICHHBIX MOJIEKYJIaX KpaxMalia U TJIMKOTeHa,
a TakXke JeKcTpuHoB. Ilpm 3ToM 00pa3yroTcs aucaxapuiibl — MalbTo3a U
n3omanbTo3a. OOpa3oBaBIIMECs COCAMHEHHUS, a TAK)KE TUCaXapU/Ibl, TOCTYIMUBIINE
C MUILEH, TUIPOIU3ZYIOTCS 10 COOTBETCTBYIOIIMX MOHOCAXapUJIOB MO/ JIEUCTBUEM
Jcaxapuaas.

caxapasa
CAXAPO3A =™ a- I'JTFOKO3A + B-®PYKTO3A

MAJIBTO3A MajbTa3a
»o- [JIFIOKO3A + o- I'JTFOKO3A

N30OMAJIBTO3A n3oMajiabTasa
JIaKTasa
_—

JIAKTO3A a- ['JITFOKO3A + B-TAJIAKTO3A

Jucaxapugassl  CHUHTE3UPYIOTCS B OCHOBHOM  KJIIETKAMHU  TOHKOIO
KHMIIEYHUKA, U MO3TOMY THAPOJIM3 JAMCAXaPUAOB MPOUCXOAUT HA MOBEPXHOCTH
MeMOpaH S3HTEpPOLUTOB B TJIMKOKAJTUKCE (MPUCTEHOYHOE IHILEBAPEHUE).
Hucaxapunassl OOBEAMHAIOTCS B  HECKOJbKO (PEPMEHTHBIX KOMIUIEKCOB,
OCHOBHBIM M3 KOTOPBIX SIBJSIETCS €aXapa30-u30MaJbTAa3HbIM, T'UIPOIU3YIOLINAN
KpoMe caxapo3bl U u30MabTO3bl 80% ManbTO3bl U MATBTOTPUO3Y.

Taxkum o0pa3om, B pe3yJbTaTte 1eliCTBHS BblILIENePEeYNCICHHBIX (DEPMEHTOB
B KHIIECYHUKe 00pa3y0TC MOHOCAXapH/Ibl — IVIIOK03a (B OCHOBHOM),
rajaKrosa, ppykrosa, a Tak:Ke Cr01a NOCTYNAIOT ¢ MUILEe MAaHHO3a U

MEHTO3bI (KCHJI03a U apa0dMHO03a), KOTOPbIe BCTAKOT HA MYTh BCACBIBAHMS

Tperunii nonucaxapu, HOCTYNUBIIUHN C UILIEH - KJIETYATKA — SBJISAIOLIUNACS
OCHOBHBIM  YIVIEBOJOM pPAacCT€HUH, B IKEIYAOYHO-KUIIEYHOM TpPaKTe HE
pacuieruisieTcsi, OAHaKO CIIOCOOCTBYET HOPMAIbHOW MEPUCTATBTUKE KUILIEUHUKA.
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5. 2.2. BcacblBaHME MOHOCAXAPWIOB B KMIIIEYHUKE

OO6pazoBagBumecs MO/l BO3JCMCTBUEM JAUcCaxapuja3 MOHOCAXapH/ibl
BCACHIBAIOTCS Yepe3 MEMOpaHbl IHTEPOIMTOB U IOCTYIMAIOT B KPOBb BOPOTHOM
BEHBI.

C HauOobliel CKOPOCTHIO BCACHIBAIOTCS TIIIOKO3a M TrajlaKTo3a.

Bo3MoxHBI 2 MeXaHH3Ma BCAChIBAHUS:

- IpU BBICOKON KOHILIEHTpAIMU TJIIOKO3bl M TallakTo3bl (TIOCTE TMpuemMa
NUOM) B MPOCBETE KHIIEYHUKA MOHOCAxXapuibl BCACHIBAIOTCS  IYTeM
00JeryeHHoii _nuddy3un ¢ nomomiblo Oellka — MEepeHOCUYUKa (TpaHcmopTepa
roko3sl - [JIFOT-2);

- NPU HU3KUX KOHIEHTPALMIX IJIFOKO3bl M TalAKTO3bl MX BCAChIBAaHUE
IIPOTEKAET MYTEeM AKTHBHOIQ TPAHCHOPTA MO MEXaHU3My CHUMIOpPTa C MOHAMU
HaTpUsl MpU Yy4YacTUW CHEUUATbHOIO IEPEHOCYMKA. [JI0KO3a W MOHBI HATpHS
CBS3BIBAIOTCA C PA3IMYHBIMU €r0 Y4YaCTKaMH M TPAHCHOPTUPYIOTCS 4epes
IUIa3MaTHYECKYl0 MeMOpaHy BHYTpPb DJHTEpOLMTA. 3aTeM 00pa30BaBIIUICS
KOMILIEKC pacrajaerci M HoHbl Hatpuss npu ydactun  Na', K'-ATdasel
BO3BpAIIAOTCSI OOpPaTHO B MPOCBET KUlIeuHUKA. [Ipu 3TOM, ¢ OZHON CTOpPOHBHI,
MOAJACPKUBAETCA MOCTOSHHBIA TPAJIMEHT KOHUEHTpALMU HATpus, a C APYrou —
TPAHCIIOPT IJIIOKO3bl OOecreuuBaeTcss HeoOXoaumon sHeprueil. B pesynbrare
TOT MEXaHU3M MOXeT (YHKIHMOHUPOBATh NaK€ TOTJA, KOTJa KOHIEHTpAIUs
TJIFOKO3bI WM rajakTo3bl B KUIIEYHUKE OTHOCUTEIILHO HE BEJIHMKA

BcacsiBanne QpyKTo3bl U IEHTO3 MPOUCXOJUT NACCUBHO NyTeM U Ppy3un.

5.2.3.BpokaénHble HAPYIIEHHS NTepeBAPUBAHNUSA VIJIEBOA0OB
BpoxneHnHoe BeinmazieHue PyHKIMU OTACIBHBIX (PEPMEHTOB, YUACTBYIOIIUX
B IIEPEBAPUBAHUU YTJIEBOAOB, MOXET NPUBECTH K BO3HUKHOBEHHUIO psija
3a00JIeBaHUM, MPOSBIAIONIUXCS YK€ B paHHEM JIETCKOM Bo3pacTe, — TakK
Ha3bIBACMbIX BPOKIAEHHBIX, WJIH WIHONATHYECKHX, MajadcopOumi. K Takum
COCTOSIHUSIM ~ OTHOCSITCSL  MajlabcopOIusi  (HEMEpeHOCMMOCTh) — caxapo3bl M
W30MaJIbTO3b], a TAKXKE JIAKTO3bI

5.2.3.1. Bpoicoennas manadocopouus caxaposzvl u u3omMaibmo3ol

[Ipu sTOM 3ab0jeBaHMU H3-3a OTCYTCTBUS B HDHTEPOLIUTAX cCaxapazo-
M30MaJIbTa3HOIO0 KOMIUIEKCA caxapo3a, MOCTYNHBIIAs C MULIEH, U M30MabTO3a,
oOpa3oBaBIIasicsl MNpPU PACIICIUIEHUHM KpaxMaja, HE MOTrYT TOJIBEprHYThCS
JaJbHEUIINM TIPEBpaIeHUsIM J0 MOHOCAaXapuJ0B U BcocaThCid B KpoBb OHHU
HAKaIJIUBAIOTCS B TMPOCBETE KHIIEYHUKA M  BCJIEACTBHE OCMOTHYECKOIO
(cBsi3bIBatOIIEro BOJAY) d(pekTa MpuBOJAT K MOSABJIEHHIO IOHOCOB — OCHOBHOI'O
cuMnToMa 3afojieBaHusi. [Ipu 3TOM HCHpa)kKHEHUS UMEIOT PE3KOKUCIIBIN
XapakTep BCIEJACTBUE YBEIWYEHHUS KOHIICHTPAIMM MOJIOYHON KHUCJIOTBI U JIPYTUX
MPOIYKTOB OpokeHus. 3adojieBaHHe OO0HAPY:KMBAETCsl IOCJIe Iepexoaa Ha
CMEIIAHHOE WJIH HCKYCCTBEHHOE BCKADMJIMBAHME, KOTJla B pAIMOH JeTel
n00aBIAIOT caxapo3dy W Kpaxmain. [IporHo3 3ab0oneBaHusi OJIarOMPUSTHBIN,
HE0OXOMMO JIUIIIHh U30€TaTh B TUETE ITUX YIIEBOIOB.

126



5.2.3.2. Bposcoennas manadocopouus 1axkmo3snl (araKkmaszus)

B kjeTkax cIM3UCTON KUIIEYHUKA OTCYTCTBYET JIaKTa3a, B Pe3yabTaTe 4ero
MIPOUCXOANT 3aJepXKKa JIAKTO3bI, O0JagaroIeii, Kak M caxapo3a, OCMOTHYECKOH
aKTUBHOCTHIO. HaumHaeTcs  OakTepwalbHOE  MOJOYHOKHCIOE  OpOKEHHe,
TIOSIBJITFOTCSL  CTIa3Mbl U OOJIM B JKMBOTE, METECOPU3M M TIOHOCHI. B oTimume ot
BPOXKIACHHON  ManmabcopOumu  caxapo3bl  CHUMOTOMBI  HEAOCTAaTOYHOCTHU
Ha0JII01aI0TCSl HEeNOCPEACTBEHHO I1OCJe POAeHHsl, TaK KaK MaTepUHCKOE U
KOPOBbE MOJIOKO COJEp)KAT JIAKTO3y. 3a0oJeBaHUE WHOTAA MPOTEKACT OYECHb
TSKEJIO0, MOXXET 3aKOHUYHMTHCS CMEPTEIbHBIM HMCXOJAOM H3-32 O00E3BOKHBAHUS,
aTpouu WM BTOPUYHON MHQEKIUH.

HenocTtaTouyHOCTh JIaKTa3bl MOXKET MPOSBISATHCS TakXKe y JAETeH CTapIIero
BO3pacTa M y B3pPOCIBIX BCIEACTBHE BO3PACTHOTO YMEHBIIICHUS €€ KOJIMYECTBA U3-
3a CHIDKEHHUS OJKclpeccuu reHa (epmeHTa B OHTOreHese. CHUMITOMBI
HENEPEHOCUMOCTH MOJIOKa aHAJIOTUYHBI IIPOSIBJICHUSIM aJlaKTa3UU.

[ToMUMO BBIIIEU3NTOKEHHBIX MajadCOpOLMK OMHCAaHBl TaKXe Ciydau
BPOKJICHHOM HENEPEHOCUMOCTH Kpaxmala, TJIOKO3bl, TaJlakTO3bl, PPYKTO3bI, HO
OHU BCTPEUAIOTCs KpaliHe peaKo.

5.3. TpaHCHOPT IJII0OK03bl U3 KPOBH B KJIETKH

N3 KkJIeTOK KHUIIEYHHWKA TJIIOKO3a TMEPEMEIIACTCS BO BHEKJIECTOYHYIO
JKUJIKOCTb, a 3aT€M IOCTYIAaeT B KpoBb. CBbIlIe 90% BcocaBielcs TIIHOKO3bI Yepes
BOPOTHYIO BEHY JOCTaBjsieTcsl B medeHb. OJHAKO MPU OOMIBHOM MOTPEOICHUU
YTJICBOJIOB TTFOK03a MOXKET Cpa3y K€ MOINacTh B OOJIBIIION KPYT KPOBOOOpaIeHUS
(aumMMeHTapHas THUIEPTIIOKO3EMHUs) M TPAHCIOPTHPOBATHCS K Pa3IUYHBIM
OpraHaM U TKaHsIM.

IHoTpedseHune rIOKO3bI KJIETKAMH MPOMCXOIUT MyTeM 00/1er4eHHOM
AU(pPy3un 1 ocymiecTBasiercs: ¢ noMmoumb0 TpancnopTHbix ['VIFOT-6enkos

[TonsipHble JOMEHBI ITUX OCJIKOB paCIOJIaraloTcsl O pa3Hble CTOPOHBI
MeMOpaHbl KJIETOK, a TuapodoOHbIE — HECKOJBbKO pa3 e€ mepecekaroT. llocme
MPUCOCIMHEHUS MOJIEKYJIbl MOHOCaxapuja K OelKy KOH(popMalus TIOCIEIHETO
U3MEHSETCS, B PE3yJbTaTe€ HYEro TIIOKO3a OKa3bIBAaCTCS CBA3AHHONW C TEM €ro
Y9aCTKOM, KOTOPBIH 00paIieH BHYTPb KIETKH, H OTAEISCTCS OT TPAHCIIOPTE

['JIFOT-6enku oOHapyKeHbl BO BceX TKaHAX. OmucaHo 5 THUIIOB TaKUX
TPAHCIIOPTEPOB, UMEIOIINX CXOAHYIO IEPBUYHYIO CTPYKTYpPY:
[JIFOT-1 — obecneunBaloT Mmepexoji TJIOKO3bl B KIETKHM TOJOBHOTO MO3Tra, a
TaKXKe IUIALEHTHI, IOYEK, TOJCTOI0 KUIICYHUKA,
[JIFOT-2 - mepeHOoCsT TII0KO3Y B KPOBb M3 MEUEHU U DHTEPOITUTOB. Y YaCTBYIOT
TaK)Ke B TPAHCIOPTE IIIFOKO3bI B 3 - KIETKH MOKETYJOUHOM JKeJe3bl;
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LJIFOT-3 — o06namaoT OOJBIIMM CPOACTBOM K TJIIOKO3€, JIOKAIM30BaHBI — BO
MHOTMX TKaHSIX, BKJIIOYas TOJIOBHOM MO3T, IJIALEHTY, IOYKH;

[JIFOT-4 — nepeHocsAT TIIOKO3Y B KIETKH MBIIIEYHOW M >KUpPOBOM TkaHU. OHH
OTIIMYAIOTCS OT OCTAIBHBIX OCIKOB-TPAHCIIOPTEPOB TEM, UTO JIOKAJIU3YIOTCS HE B
KJIETOYHOM MeMOpaHe, a B IIMTO30JbHBIX BE3UKYJIaX, IMEPEMEIIaeMbIX K
1a3MaTUYECKUM MEMOpaHaM M BCTpaMBaeMbIX B HUX IOJ BJAMSIHMEM MHCYJIMHA,
Y4acTBYS B IMOIJIOIIEHHUH TJIFOKO3bI. 1locne cCHMKEHUs KOHIIEHTpAluy WHCYJIMHA B
KPOBH A3TH O€NKM BHOBb NEPEMEHIAIOTCS B IMTOIUIa3My, B PE3yJbTaTe Yero
NOCTYII-JIEHUE TIFOKO3bI MPEKPALIAECTCS;

IJKOT-5 — 71okanm30BaHBI B KJIETKAX TOHKOIO KHMIIEYHHMKA, CUYHUTAIOTCS
NEPEHOCUUKAMH (PPYKTO3BI

5.4.1. T'ekCOKMHA3ZHAS pPeaAKIMSA
[ToctynmuBmias B KIETKH Tioko3a (ochopummmpyercs ¢ oOpazoBaHHEM
III0K030-6-(hocdaTa mpu yuactun rekcoknHasbl, AT® 1 HOHOB MarHusl.

0]
/ Z
ch c-n =
| ATO AJlD |
CHOH — —  HCOH
| reKCOKHMHA3a, |
HOCH Mg HOCH
I I
(CHOH), (CHOH) ,
CH,OH CH,OF )
[ntoko3a ["ntoko30-6-pocaTt

CexcoKkMHA3HAS PeaKUs SIBJISIETCS MYCKOBOii B 06MeHe yriieBo10B

bnaronaps ei:
- 00ycCllaBIMBaeTCs TOCTOSHHBIA TPHUTOK TJIFOKO3bI BHYTPh KJIETKH, TaK KaK B
pesynbrare pochopunrpoBaHns BO3HUKACT TPATUEHT KOHIIEHTPAMK CBOOOIHOMN
TJIFOKO3bI BO BHEKJIETOYHOM M BHYTPHKJICTOYHOM KOMITapTMeHTaX. [loatomy maxke
B YCJOBHUSX PE3KO BBIPAKCHHOW THIIOTIIFOKO3EMHH TIIFOKO3a YTHIU3UPYETCS
KJIETKaMH M3 KPOBU U MEXKKIIETOYHOM JKUIKOCTH.
- (dochopmiupoBaHHasi TIIOKO3a 3aJCPKUBACTCS BHYTPH KIETKH, MOTOMY YTO
oOpa3oBaBIIUiiCS TIOK030-6-hochar HE MOXKET NPOUTH dYepe3 KICTOYHYIO
MeMOpaHy (TeKCOKMHA3Has peakIus — “TIOBYIIIKA JJIS TIFOKO3bI”);
- 3a cueT ocrarka (ocHOpPHON KHUCIOTHI, CO3/JAIOIIETO OTPUIATEIBHBIA 3apsij,
oOJeryaercs qanbHEHIIee B3auMOACHCTBUE TIIOKO3bI C PepMEHTAMH.

PaznuuaroT yeteipe n3oepMeHTa reKCOKMHA3hl: TPU U3 HUX, 00J1aTar0IIIX
IPYNIIOBOM CHEU(UIHOCTBIO, COACPIKATCS B PAa3IMUHBIX OpraHaxX M TKaHsX, a 4-U
n30epPMEHT — TIIOKOKMHA3a OOHApyKHUBAETCA TOJBKO B TEUEHHU. [ MFOKOKMHA3a
dbochopunupyer TOJBKO TIIIOKO3Y MPU €€ BHICOKONW KOHIEHTPAllUU B KPOBH, UYTO
obecrnieunBaeT OBICTPYIO YTHIU3ALUIO 3TOT0 MOHOCAaXapuaa mocie mpuéma Muiilu.
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['mokoKMHA3a WHAYIUPYETCS HWHCYJIMHOM ¥ HE3aBHCHMa OT KOHIICHTPAIluU
rII0K030-6-hocdara (Tadbnuma 1).

Tabnuya 1
Paznuuusn mesxncoy 2eKCOKUHA30U U 2/IIOKOKUHA301L
I'ekcoknnaza ['mroxokunasa
1.CnenuduyHOCTb. ['pynmoBas NnnuBuyanbHas
2.Cy6cTparthl. I'mroko3a, raymakro3sa, I'mroko3a
MaHHO3a, (PyKTO3a

3.MuH#nMaabHas < 0,1 MmmoIIB/1 10 MmMOIB/IT
KOHIICHTpAIUsl  TJIFOKO3bI,
IIpU  KOTOPOW  JAEUCTBYET
(dhepMeHT.
4 Bnusinue ['-6-¢ NHrubupyer akTHBHOCTD He Biusiet
5.Jlokanusanus. PaznuuHbie TKaHU ITeuenn
6.BnusiHne MHCYIMHA. AKTHBHUpYET NHnynupyeT cuHTes3

['ekcOKMHA3a HMMEET YETBEPTUUYHYIO CTPYKTYpPY M COCTOMT M3 YETBHIPEX
oTIeNbHBIX cyObeaunull. [loa BiusHIEM HHCYIMHA PEPMEHT pacnaaaeTcs Ha JBa
aKTUBHBIX IMMEPA, B TO BPEMsI KaK B OTCYTCTBHE 3TOTO TOPMOHA TETpaMep CBSA3aH
C TIIFOKOKOPTUKOWIAMH, TOJABJISIOIMMH €70 aKTUBHOCTb.

I'excoxkuHasHasi peakuus sIBJIsSIETCS NMEePBOM HeoOpaTUMON peakuueii o0MeHa
TJII0KO3BI

5. 4.2. [1yru ucnoJib30BaHus IJII0K030-6-hocdhara B KiIeTke

OO0Opa3oBaBIIUICS B X0/¢ NTeKCOKMHA3HON PEeaKIMK WU MPU PACIaje IIIMKOTeHa
(cM. ¢c1p.132) rmrok030-6-hocdar ABIsIeTCs Y3J0BbIM META00JIUTOM YTIICBOTHOTO
oOMeHa W MOXET OBITh YTHIIM3HPOBAH B KJIETKaX IO Pa3jIMYHBIM HaIpaBICHUSIM

(puc. 21).

TJIMKOT'€H JTaKkTaT
[JII0K033) <—— TJII0OK030- —» nupyBar — anetun-CoA — CO, + H,O
‘/6'(1)00 aT\> JIMXOTOMUYECKOE OKHCIIEHUE
TJIUKO3- neHTozodocdare + CO, + H,0O
AMUHOTJIMKAHBI arlOTOMUYECKOE OKHCIICHHE

Puc.21. Ilymu ymunuzayuu 2noxo30-6-ghocchama

OgnuM W3 nmyTed  yTWwiIM3aluu  IJI0K030-6-¢ocdara  sBhsiercs
UCTIOJIb30BAHUE €T0 JJI1 OMOCHHTE3a TIIMKOTeHA.
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5.4.3. O0MeH IINKOreHa

I'mukoren (CsHyoOs), siBiIsieTesi BHICOKOMOJIEKYJIAPHBIM
JIETKOMOOWJIN3yeMbIM pe3epPBHBIM MOJIUCAXAPHUIOM, COCTOSIIIAM U3 OCTATKOB
O—TJIIOKO03, CBSI3aHHBIX INIMKO3WIHBIMHU cBsaA3siMu 1,4 u 1,6

XapakTepHOll  OCOOEHHOCTBIO  MOJEKYJbl IJIMKOI€Ha  SBIIIETCA €€
BBIPAKECHHAsI Pa3BETBICHHOCTh: TOYKM BETBJICHUS BCTPEYAIOTCA 4epe3 KaxKIple 8-
10 ocTaTtkoB TIOKO3bI. BeTBrieHne nMeeT 00JbIIoe OMOIOTHYECKOE 3HAUCHUE: BO-
NEPBBIX, Oarogaps €My MOBBIIIAETCS PAaCTBOPUMOCTb TJIMKOI€HA, a BO-BTOPBIX,
OOJBIIOE KOJUYECTBO KOHIIEBBIX OCTAaTKOB TIUIFOKO3bI, SIBISIOIIUXCA TOYKaAMHU
NPWIOKEHUS  JEHCTBUSA rnukoreHochopunazbl U TIIMKOTEHCHHTA3bI,
o0ecrnieunBaeT yCIOBUS AJIsl YBETMUEHHUS CKOPOCTH CHHTE3a U pachajia TIMKOTeHa.

MoJeKyIspHas Macca IMKOTeHa TexuT B mpeaenax 107-10%; conepsxures on
B LIUTOIUIa3Me B BUJI€ OCOOBIX rpaHys pazmepoM 10-40 HM, C KOTOPBIMU CBSI3aHbI U
HEKOTOpbIe (hepMEHTHI €ro OOMEHa.

I'nmukoren COACPKUTCHA NIPAKTHYECCKH BO BCEX OpraHax U TKaHdAX;
Hau0oJibIIee ero KoJn4ecTBo 06Hapy>1mBaeTc51 B IICYCHU U CKCJICTHBIX
MbIIIHAax

5.4.3.1. O0mue npuHIMIBI 00MEeHA IJIMKOTeHA

1. I'panyinbl TIIMKOT€HA MOJHOCTHIO HE MCYE3al0T U HE BO3HHMKAIOT 3aHOBO. [lpu
CHUHTE3€ TJMKOT€HAa MPOUCXOAUT TPUCOECIUHEHUE OCTAaTKOB OL-TJIFOKO3
MOOYEepeHO K KOHI[AM MHOTOYMCJICHHBIX BETBEH 3aTpaBOYHON MOJEKYIBI, a
Ipu pacnaje — Ha000pOT, OTIHICTIIICHHE OT HUX.

2. B mpomecce oOMeHa TIMKOT€HA MOXET HM3MEHSATHCS YHCIO BETBEH B €ro
MOJIEKYJIe, yBEIMINBASCh IPU CHHTE3E M, HA00OPOT, YMEHBIIASICH NP paclajie.

3. Poct rpanyn rimkoreHa (CMHTE3) OOBIYHO MPOUMCXOAMUT B TeueHue 1-2 yacoB
mocjie TpuemMa IMHUIMK, a yYMEHbIIeHuEe (MOOWIM3aIusi) — B TEPUOJ] MEXKITY
npuémMamu Ui, pusndeckoi padboTe u cTpecce.

4. T'moko3a MOXKET OTKJIAAbIBaThCS TOJBKO B BHAE TOJMMEpa, TaK Kak
HAKOIUIEHHWE €€ B CBOOOJHOM BHJI€ HEM30E€KHO MOBBICHIIO ObI OCMOTHYECKOE
JAaBJICHUE B KJIETKE W BBI3BAJIO CBS3aHHOE C OJTHM IEpPEMEIICHUE BOJIBI.
['mukoreH ke, SBISASCH BBHICOKOMOJIEKYJISIPHBIM COCIMHEHHEM, He 00Jamaer
OCMOTHUYECKHUM 3PPEKTOM.

5.4.3.2. Cunre3 riiukoresa (rJuKoreHes)

[Ipy cuHTE3e TJIMKOI€HAa MPOUCXOJAUT  MPUCOEIUHEHHUE  TIEPBOTO
VIJIEPOAHOTO aToMma TIII0K030-6-ocata Kk 4-0Mf THUIAPOKCUIIBLHOM TPYIIIe
KOHIIEBOTO OCTaTKa IJIIOKO3bl “3aTpaBOYHON MOJIEKYJIbI nosincaxapuaa. [Iporecc
OCYILECTBIISIETCS B TPU CTA/INHU:
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a) AKTI/IBaHI/IH IIEPBOI'0 YVIVICEPOAHOI'O aTOMA I'JIFOKO3bI

H o) H p
> . O
| \Hbocq)ormoKOMyTasa | \F

(CHOH);0 (H;COH)‘g O
| |
cHO,P() CH,0H
TITFOK030-6-ocdar rr0K030-1-pocdar (I'-1-D)

[-11-®+ VY TO VYVAD-rnukosmirpaHcdepasa ~ Y®-rmoko3a + P~P
YM®O~P~P - V®r

Oo6pazoBaBmasics moJiekyia Y Pl ucnonb3yercs B KauecTBE JIOHOpA OCTaTKa
TJIFOKO3BI.
b) YiuHeHne MoJsieKyIibl IIIMKOTeHa (00pa3oBaHue cBsi3eit 1.,4)

/7 INIMKOreHCHHTa3a

YJI® — riroko3a + LIIMKOTeH y YD + ravkoren
(Ce H100s) n (C6Hao Os) ns1

Monekyna YD 3arem mnepedochopunupyercs ¢ wmoiekyinon ATD c

oOpazoBanueM Y T®, BHOBb y4aCTBYIOIIETO B IIMKOT'€HE3E.
VIO + ATD —AAD + VTOD

CrnenoBarenbHO, MPOLECC CHHTE3a TIMKOTEHA SIBISETCS 3HAIPTOHUYECKHUM:
MPUCOCIMHEHNE OJHOW MOJIEKYJBI TII0K030-1-docdara K MoyieKysie TIMKOreHa
COMPOBOKJIA€TCS 3aTPAaTON OAHOU MOJIEKyJbl ATO.

c) Ob6pa3oBanue cBsa3ei 1,6 (pa3BeTBICHNUE MOJICKYIIbI [IIMKOTEHA)

OcymiecTBiseTcs MyTeM MepeHoca oaurocaxapuaa (0OBIYHO COJZIEPIKaIIero
6-7 ocTaTKOB TIIOKO3bI) C KOHIIA IIEMU TJIMKOT€Ha Ha TUAPOKCUIBHYIO TPYIITY B 6-
OM TIOJIO)KEHUU OJTHOM M3 MPOMEKYTOYHBIX MOJIEKYJ TITFOKO3bI.

OnOmOm®m 2 > O

! N

depMeHT, y4acTBYIOIMUNA B Pa3BETBICHUHM MOJICKYJIbI TIIMKOTECHA, TTOJIYYHII
Ha3BaHMe “BeTBsmero” Gpepmenta, miam amuio -1,4 -1,6 — rmuko3unTpanchepassl.

KiarouyeBbIM (l)epMeHTOM IIMKOIreHe3a ABJSACTCH ININKOI'€HCHHTAa3a

['mukoreHcMHTa3a  cymiecTByeT B JIBYX (QopMax —  HEaKTHBHOU
(pocopunmpoBanHoit) U akTUBHOM (HEDOCHOPUTUPOBAHHOM),
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B otiimune oT 001LIIMHCTBA (PEPMEHTOB, KOTOPbIe AKTUBHBI JINIIb
B pochopuiiupoBaHHON PopMe M TEPAIOT AKTUBHOCTH MPH UX
nedochopuIMpoBaHUM, INIMKOT€HCUHTA3a AKTUBHA TOJbKO
B Ae(pochopuIMpPOBAHHOM COCTOSTHUHA

[IpeBpamenne HEakTUBHOW (OPMBI TJIMKOTCHCHHTAa3bl B  aKTHUBHYIO
OPOUCXOMAUT TIpu  ydacTuu  (pocdarasbl  IJIMKOTEHCHMHTA3bl, KOTOpas
AKTUBUPYETCS WHCYJWHOM, a OOpaTHBIA IepexoJ B HEAKTHUBHOE COCTOSHHUE
OCYIIIECTBISIETCS TPU ydacTuu (pochopuiasbl IITUKOTeHCHHTA3bI, aKTUBUPYEMOK
aJIpCHAIMHOM HJIM TJTFOKaroHoM (puc.22).

TJIMKOTEHCHUHTAa3a H3PO, _rimkoreHcuHTrasa

@— docdaraza / :::
@ —@ ) pocpopunasa \{
HEaKTHUBHAas 3POy

aKTUBHAs
Puc.22. Pecynayus akmueHocmu 21uKo02eHCUHmaswl (cxema)
5.4.3.3. Pacnaja riankoresna

Pacnmag riuMKoreHa ocyumecTBJsieTcsl JIBYMS IIyTSIMM:
dbochopouTHYeCKUM H AMUJIOJUTHYCCKUM

4.3.3.1.Pochopoantnyecknii myTh _pacnaiaa (docdopoamns) mporekaer ¢
HanOOJIBIICH HHTCHCHBHOCTHIO B TICUYECHN U MBIIIIIAX.

B ¢pochopounse yuactByor riiukoredgocdopuiiaza (paspsiBaninas cBsi3b
1,4)m  o— 1,6 — rmuko3uaa3a, ruAPOIM3YIOIIAas CBs3b 1,6

B pesynbrare paeiictBus docdhopunazbl OT KOHIIOB BETBEH TJIHMKOTEHA C
ydactueM pocPOpHOIl KUCIOTHI OTIIEIUISIOTCS OCTaTKHU I0K030-1-ocdara.

(HPO:
[JIMKOT€H > roko30-1-gocdat + rIMKoreH
(CeH10Os) n (CeHio Os) n 1.

OOpazoBaBumiicss T0K030-1-hochar npu yvactuu GocorirokoMyTasbl
mpeBpalaeTcs B riItoKo30-6-pocdar.

['mroxo030-1-pocdar < Brox030-6-pocdar
dochormokomyTasza
Cynnba 1110K030-6-hocara B medenn u B MbImax paziuyHa. B cBs3u ¢
TEM, YTO TEUEHb SBJIICTCS CAMHCTBEHHBIM OPTaHOM, CHA0XKAFOIIIUM TJIFOKO30H BCe
JIpyryue TKaHH, TIII0K030-6-hochar aedochopunupyercs riaoko30-6-gocdarasoit,
1 00pa30-BaBIIAsICS TITFOKO3a BBIXOUT W3 TEMATOIIMTOB B KPOBb.
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IIpouecc pacnaga riiuKoreHa 10 cBo0OOIHO IJIIOKO3bI B IeYeHHU MOJTYYHJI
Ha3BaHUe MOOMJIM3AIUM TJIMKOTeHa

MoOunu3amus TIMKOTeHa B MEYeHH OOECIeYMBaeT MOCTOSHHBIM YPOBEHb
[JIFOKO3EMUM M CHA0KEHHE TJIIOKO30M JpPYyTrHX OpPraHoB B MEPUOJA MEXIY
npuémamu nmmu. OpgHako yepe3 10-18 4vacoB 3amackl TJIMKOreHa B IE€YEHU
CYLLECTBEHHO MCTOLIAIOTCA, a TOJIONAHME B TEYEeHHE 24 YacoB NPUBOIUT K
IIPAKTUYECKH ITOJTHOMY €70 UCUE3HOBEHUIO.

B mblmmax  moko3o-6-gocdaraza  OTCYTCTBYET, M IMO3TOMY
oOpa3oBaBIIMCA TNIOK030-6-¢ocdar OKHUCIAEeTCSs C BBIICICHUEM DSHEPIUH,
UCIIOJIb3YEMON 7151 oOecriedeHust padoThl CaMUX MBIMII. DTOT MPOLECC MOIYyUnII
Ha3BaHME TNIMKOreHOIM3a (puc. 23).

[ JIMKOTEH]
[TeueHb v MplLIILbI
CJTFOKO30-6-dOCDAT]

< MOOWIM3AIMS  TIMKOTEHA ‘ TIIMKOT€HOJTH3 @l

Puc.23. Pacnao enuxocena 6 neuenu u mMuluiyax

OcHOBHBIM (pepMEeHTOM, peryaupyrmum ¢ocgopous, siBjasieTcs
riaukoredgocdopumiaza

Xots jedcTBHE ee 00paTUMO, B YCIOBHAX IN VIVO OHAa y4acTBYeT JIUIIb B
pacmane riamkoreHa. Tak »ke, Kak W TJIMKOT€HCHHTa3a, INMKoreHdocdopuiaza
CyliecTByeT B JBYX (opmax — HeakTuBHOU (dochopunazsl B) u akTuBHOU
(pocopunazer A). HeaktuBHass (opma sBISIETCS NUMEPOM, HE CBS3aHHBIM C
ocTatkoM (pochopHON KUCIOTHI, B TO BpeMsl Kak (opMa A mpeacTaBisieT coOoi
dbochopunupoBannbiii  Terpamep. I[lpu yuactum 1-AM®D-3aBUCUMON  KUHA3bBI
dbochopunassl dbepMeHT dbochopunupyercs c oOpazoBaHuEM
dochoprmmpoBanHoro terpamepa — pochopunassl A (puc. 24).

kuHa3za (Qocdopunaszel H3PO, P .
Yy pe————i

HEAKTUBHBIA JTUMEP docdaraza H3PO, AKTUBHBIW T€TpaMep
dbochopunaza B dbochopunaza A

Puc. 24. Pecynayus akmusnocmu gocgopunazvl

AxtuBanmsi kuHa3pl (ocdopuiazpl  OCYIIECTBISETCS TOJ  BIMSIHHEM
aZjpeHaJIMHA U TJIFOKaroHa, HO MOYKET MPOUCXOINUTh TAKKE M IIPU y4aCTHUH MOHOR)
kanblud (Ca-KanbMOYJIMH 3aBUCUMAs KHHA3A).
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OOpatHbiii  mpouecc —  aedochopuiiipoBaHue aKTUBHON  (OpPMBI
dbochopunassl u
4.3.3.2. AMWI0JIM3 — BTOpOM IyTh pacnaga riaukoreHa. OH MpPOTEKaeT B
KEIYJOUYHO-KUIIEYHOM  TpaKTe€ W IEHTPaJbHOM  HEpPBHOM  cuUCTeMe,
OCYUIIECTBIISICTCS THAPOJMTUYECKUM IyTEeM MIpH ydacTuu ammia3 Pasznuuaror 3
nzoepMeHTa aMunas: o-, B- u y-amuiasy.

0-aMHJIa3a SBIISETCA SHA0(PEPMEHTOM U MPUHUMAET y4acTUE B pacIIeIICHUU
TJIMKOT'CHA B JKETYA0YHO-KHIIEYHOM TpakTe (cM. cTp. 124).

B -amMmia3za OTIICIUIAET OT MOJIEKYJIbl IMOJMCaxapuia OCTATKH MalbTO3bI:
BCTPEYAETCSI y BBICIIMX pPACTEHUH, NPUHUMAET Yy4YyacTUE B PACIICILICHUU
pPE3EepPBHOI0 Kpaxmania.

Y-aMuIJIa3a SIBJISIETCS SK30aMIJIa301M M OTLIEIUISIET OJIMH 3a APYTUM OCTAaTKH Ol
TJIIOKO3 OT KOHI[A LIEMOYKH riaukoreHa. O0jasaeT akTUBHOCTBIO B LEHTPAIbHOU
HEPBHOM cHUCcTeMe.

Kak dochoponus, Tak u aMUII0JIU3 MPOTEKAIOT B IIUTOIIA3ME KIETKH.

5.4.3. 4. Pervasiuust 00OMeHa IJIMKOTeHA

5.4.3.4.1. Pecyniayua oomena 2nuKo2ena 6 neuenu
IIpouiecchl cHUHTE3a W pachaja  TJIMKON€Ha B II€YEHU OJHOBPEMEHHO
npoTekarb He MoryT. llepekitoyeHue ¢ OJAHOTO MYTH HA JAPYrOM 3aBUCUT OT
MOTPEOHOCTH OpTraHM3MaB TJIIOKO3€ U PEryJHpyeTcs TpeMs TOpPMOHAMMU:
aJpEeHAJIMHOM, TJIFOKarOHOM U MHCYJIMHOM.

O0bexTaMu peryJsiliuu siBJISIIOTCS KJI0YeBbie (epMeHThI 00MeHa IIMKOreHa
— NVINKOTeHCUHTA3a ¥ rimkorengocdopuiasa, npuyeM UX AKTUBHOCTh
U3MEHSETCH PEeUIIPOKHO

Lenp perynsiuuyd CKOpOCTEW CMHTE3a U pacraja INIMKOreHa 3aKII04aeTcs B
00ECrieYeHNH TOCTOSIHCTBA YpPOBHSI TJIOKO3EMHUHM M TO3TOMY TEPBHYHBIM
CHUTHAJOM i BKJIIOUEHUS TOTO WHOTO MEXaHWU3Ma SIBISIETCS HM3MEHEHHE
coJiep KaHusl TJIFOKO3bl B KPOBH.

IIpu runorawkoe3seMun (Hab01aeMON B MOCTaOCOPOTUBHBIN MepUoy) -
KJIETKU TIOJIKETYI0YHOM KeJe3bl BBLICISIOT IIIOKaroH, KOTOpbld uepe3 nu-AMO-
3aBHCHMBII MEXaHH3M aKTUBUPYET pacraj TJIMKOT€Ha U COAEp KaHUE TIIIOKO3bI B
KPOBHM TOBBIIIAETCS. AHAJNOTMYHasi KapTHHAa HAOJMIOJAeTCsl IMpPU  CTPECCOBOM
CUTYyalluH U MpHU (HU3NUECKON paboTe 3a CU€T BBIJCICHHS aJpeHaInHa (Mpyu dTOM
aJipeHaJIMH OKa3bIBACT BIUSHUE HA PACIa]l TIIMKOTeHA HE TOJIBKO B MEUEHU, HO U B
MBIIIIIAX).

OmHOBpPEMEHHO O]l ACMCTBHEM ITHUX TOPMOHOB MOHMKAETCSI HHTEHCHUBHOCTD
OunocuHTe3a TarKoreHa (puc.25).
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Adr dKTUBalyus CHUHTE3 dKTHUBallusi AKTHUBAllUA
.. > — — —

Glu anexwiar- n-AMO® MPOTEUH- KHHAa3bI
IIUKJTa3bI KHHA3bI dhochopunazsl
dbochopuu- dbocdhopu- —‘—Nbocq)oplmasa
pOBaHUE TJIU- na3a B A
KOT€HCHUHTA3bl (HeaKTUBHas) (axTUBHAs)
MpEeKpaIicHue CHHTE- pacnaj
3a TJIMKOTeHa TJIMKOTEHA

Puc.25. Pecynayus obmena enuxozena 6 nevenu.

IIpyu BBICOKOH KOHIEHTPANMH IJKOKO3bl B KPOBH (Hampumep. Iocie
npuéMa nuuiM)  B-KJIETKH MOPKETYJOYHOM JKeJae3bl BBIACNAIOT MHCYJIMH, YTO
IPUBOJUT, HAOOOPOT, K YCUJICHUIO OMOCHHTE3a TJIMKOT€HA U CHUYKEHUIO CKOPOCTH
ero pacnaja. Wucynun
- HHAYUHPYET CUHTE3 TJIIOKOKUHA3BL;

- akTUBHpYET (hocdaTazy rUKOTEHCUHTE3BI U TIIMKOTreH(ochopuaszpl, Mpu 3TOM
nepBasi MepexoUT B aKTUBHOE COCTOSIHHE, & BTOpasi MHAKTUBUPYETCS;

- akTUBUpYeT (pochoauscrepasy, pazpymaroiryro tAM®D, 4To npepbIBaeT qeHCT-
BUE aJ[peHaJIMHA U INIIOKaroHa.

5.4.3.4.2. Pe2ynauus oomena 2i1uKo2eHa 6 Molide4Hol mKaHu

Pacran rnukoreHa B MBIIIIAX MPOUCXOAUT B TIPOIECCE MBIMIEYHOTO
COKPAIIICHUS U PEATU3YETCS C YIaCTHEM TPEX MEXAHU3MOB PETYIISIIUH.

IIpu_yMepeHHBbIX HAIPYy3Kax 107 BJIUSHUEM HEPBHOIO HMITyJIbCa W3
IIUCTEPH CAPKOIJIA3MAaTUYECKOTO PETHKYJIyMa B CAapKOIUIa3My MEPEXOAST HOHBI
KaJIbIIUsI, KOTO-phI€ aJUIOCTEPUYECKH aKTUBHPYIOT (Ca-KalbMOyJIWH-3aBUCUMYIO
KMHA3y TIKoTreH-pochopuiassl,

B 3KcTpeMAaJIbHBIX YCJIOBHAAX TMMPU OOJBIIUX HArpy3Kax IOJ BIUSHUEM
BBIACIISIIOIIETOCs aJipeHannHa nmyteM (¢ochopuiinpoBaHust akTuBupyercst HAMOD —
3aBUCHMasl KMHa3a riaukoreHocopuiiassbl.

B pesynpraTe W B TEpBOM, M BO BTOPOM Cliydae MPOUCXOIUT
dbochopunupoBanue riamkoreHdocdopuinaszsl B u nepexon e€ B akTuBHYI0 popmy -
dbochopunazy A, 4To MPUBOIUT K OBICTPOMY pacliaay ITMKOTeHa W 00pa30BaHUIO
JIOCTATOYHOTO KOJIMUECTBA IIII0K030-6-pocdara, He0OX0AUMOro A5l 00ecreyeHus
MBIIIEYHON paOOTHI.

B _cocTrosinuM _mokosi riukoreHpocdopuiaza B MBIIIAX HAXOAUTCS B
nedochopruipoBaHHOM (HEAKTHBHOM) COCTOSIHMM - (opMme B, Tak kak ypoBeHb
HAM® B wierke Hu3kuid. OgHaKo pacnaj TIMKOreHa MPOUCXOJUT U B 3THUX
YCIOBUSIX 32 CYET aJUIOCTePUYECKOM akTuBamuu TiukoreHdochopmiassl B
npoayktamu pacnaga ATD - AM® u docdarom, KOHIEHTpAMs KOTOPBIX
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MOBBIIACTCA B IMPOUCCCE AAKE HC3HAUYUTCIbHBIX COKpaI]_IeHI/Iﬁ MBIIIIT B pE3YyJIbTATC
a,Z[CHI/IJIaTKI/IHa?)HOﬁ PCaKIuu.

ATD —AAXD + Ou
KHHa3a
AllD —ABD + AMD
AxTUBHpOBaHHas TakuM oOpa3oM (ochopunaza B obecreunBaeT CKOpOCThH
MOOMJIM3AIUH TJIMKOTEHA, JOCTATOYHYIO JIUIS BBIIOJHEHHUS HEOOXOAMMOIO B 3THX
YCIIOBUSX 00bEMa paboThI (puc.26).

IKCTpEMasbHbIE YMEpPEHHbIE MTOKOH
YCJIOBUS Harpy3Ku (HEe3HAYUTENbHBIE HArPY3KH)

‘HepBHBIﬁ I/IMHyJIBC‘

! }

HAMO® BEIX0x Ca B uTomnasmy] AT
l AM® p~p
aKTUBaIUS aKTHUBAIUs KWHA3bI alocTepudec-
IIPOTEUHKUHA3BI docdopuiassl Kag aKTUBAaLMs
v
bochopunaza akr. |, dordopunaza
A HEakT. B

PACHA TTIUKOTCHA oo
Puc.26. Mexanusmul pecynayuu pacnaoa 2nuko2ena 8 Mbluyax

5.4.3.4.3. Knemounvle ghakmopul pezynayuu 00MeHa 21uKo2ena
Kak yxe ObIIO yKa3aHO BBIIIE, HApSAy C TOpPMOHAMHU (aIpPCHAIMHOM,
TJIFOKarOHOM, WHCYJIMHOM), BBI3BIBAIOIIMMH  KOBAJCHTHYI0  MOAM(UKAIINIO
bepmenToB (pochopunupoBanre u nedochopunrpoBaHue), CUHTE3 U pacnaj
TJINKOTEHA PETYIUPYeTCsl W PSIAOM  KIETOYHBIX  (PAKTOPOB, SBISIOIIUXCS
AUTOCTEPUUECKUMH  MoayisiTopamu. K amjgocTepuyeckuM — aKkTUBAaTOpam
dbocdopunassl otHocUTCs AM®D, K UHTUOUTOpPaM — IITI0K030-6-pocdaTt u ATD

5.4.3.5. HapyuieHusi 00MeHA IJIHKOreHa
CuHTe3 TJMKOT€HAa HapyllaeTcsa MpH TOJIOJAAaHWUM W psAae 3a00JIeBaHUIMA
(Hanmpumep, mpu caxapHoM Auabere) Mubo m3-3a HeJOoCTaTKa cyocTpara, Tudo u3-
3a pa30aJaHCUPOBAHHOCTH PETYISITOPHBIX MEXaHU3MOB.
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OnnHako ecth 0coOble (OpPMBI MATOJNOTMH, KOTZa B OCHOBE 3a00JIeBaHUs
JeXaT HapyUIeHUsl cCMHTe3a (PEepMEHTOB, YYacCTBYIOIIMX JIMOO B TIUKOTreHe3e, JTM00
B MOOMJIM3AIMU TJIMKOTEHA.

K »Tum 3a0oiieBaHHSIM OTHOCSITCS IJIMKOTEHO3bI, XapaKTEPHU3YIOIIUECs
HAKOIUJICHUEM TJIMKOT€HAa B TKaHSIX, MW AarJMKOTEHO3bl, OO0YCIOBJICHHbIC
HapylIEHUEM ero OMOCHHTE3a.

5.4.35.1. I'nukozenozwl
Hawnbosee 9acTo M3 TIIMKOTEHO30B BCTpeyaroTcs: 00J1e3Hb I'MpKe (TITUKOTeHO3
No 1) u 6os1e3u Mak-Apais.

boJie3nsb I'mpke (remaTtopeHaibHbIN [VMIMKOT€HO3) HACJIEAYeTCS 110 ayTOCOMHO-
peneccUBHOMY THILY U 00YCJIOBJIEeHA HAPYIIeHHEM CHHTe3a IJII0K030-6-
(¢ocharaspl B ne4eHH U MOYKAX

B pe3ynbTaTe 3TOTO pa3BUBAETCS IEMb MOCIEIOBATEILHBIX META00INYECKUX
pPaccTpoMCTB M KITMHUYECKHUX TPOSBICHHIA:

- TJI0K030-6-ocar He mpeBpamiaeTcs B CBOOOTHYIO TIIIOKO3Yy, Pa3BHUBACTCS
BBIpQXEHHAs TUTIOTTTHKEMUS;

- yBENMWYCHHE KOHIEHTPAIMU TIIIOK030-6-Pocdara MpUBOAUT K MOHUKCHHIO
aKTUBHOCTHU (pocopuiiaspl U HAKOIJICHUIO TJIMKOT€HA B IEYEHU U B IIOYKAX;

- TI€YEHb U MOYKHU YBEJIUUYMBAIOTCS B pa3Mepax; rernaroMeraius — Haubosee paHo
BBISIBJISIEMBIN CUMIITOM 3a00JI€BaHUS;

- TJII0K030-6-pochar ycUIIEHHO YTWIM3HPYETCA IO NYTH JUXOTOMHUYECKOTO
OKHCJICHUS, PEBpaIlasch B MUPYBAT U JIAKTAT; Pa3BUBAETCSA TUIEPIUPYBAT- U
TUIEPIIaKTaTEMuUs, JIaKTaTalua03;

- YCUIIMBAeTCsl pacmaj >KUPOB, pPa3BUBACTCS THUIEPIUNEMHUS, KETOHEMHUS W
KETOHYPHS.

XapakTepeH BHEIIHUWA BUJA OOJBHOTO: BBIPAKEHO OTCTABAHUE B POCTE, KPYIJIOe

“KYKOJIbHO€ JIUIO”, TUCIPONOPUUHU Tena (TyJOBUIIE JJIMHHOE, HOTU KOPOTKHUE),

OOJBIION KUBOT, M30BITOYHOE OTJIOKEHHUE KHpa B 00JACTH WIEK, MOA0O0pOJKa,

ieY, TPy u Oefiep, TUIIOTOHUS MBIIIIIL, TOBBIIICHHBINA alleTHT.

B oTBer Ha BBeAecHHME aapeHANWHA COJEp)KaHWE TIIIOKO3BI B KPOBH HE

HOBBILIAETCS, YTO UCHOJIB3YETCS MPU IUArHOCTUKE 3a00J1€BaHN.

[Iporuno3 3aboneBanusi, 0OCOOCHHO y HOBOPOKJIEHHBIX, MJI0XO0H. JleTambHbIi
UCXOJ HacTymnaeT B nepBble ronbl xu3Hu y 50 % OonbHbIX. [locne HacTymiaeHUs
MI0JIOBOW 3pEJIOCTH MPOTHO3 CTAHOBUTCS JIy4ILE.

boJiesnb Mak-Apajisi 00yCJIOBJI€Ha OTCYTCTBHEM TIUKOTeH(POChHOpUIasbl
B MBILIIAX, YTO IPUBOJUT K MbIIEYHON runotoHuu. [lpu ¢pusnyeckux Harpyskax
BO3HUKAET OOJIE3HEHHOCTh M CIa3M MYCKYJIATypbl, CyIOpOTH; OOJIbHBIE OYCHb
ObICTpo ycTatoT. BceiencTtBue TOro, 4Tto B MEYEHU aKTUBHOCTH (PEpMEHTa He
U3MEHEHa, COJIep>KaHuE TIIOKO3bl B KPOBU OCTa&TCsl B TMpelesax HOPMEI, a MOcCie
BBEJICHUS aJipeHAIMHA HAOII0aeTCs TUTIEPTITIOKO3EMUSI.

5.4.35.2. Aznukozeno3 — 3a00leBaHUE, CBA3aHHOE C OTCYTCTBHEM B
KJIETKaX TJIMKOTEHCHHTAa3bl. XapaKTepHa PE3KO BBIPAKCHHAS THIOTIIIOKO3EMUS B
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nocTabCcopOTUBHOM TepHojie. bosbHBIE AeTH HYXIAIOTCA B YaCTOM KOPMJICHHH.
XapakTepHbl CYJOPOTH, MPOSIBIISIIOLIUECS TJIABHBIM 00pa30M IO yTpam.

5.4.4. InX0TOMHYECKO€ OKHCJIEHHE ITI0KO3bI.
Paznuyaror 1Ba MyTH OKUCICHHS TJIOKO3bI — JUXOTOMUYECKUH U
aITOTOMUYECKHUM (INXOTOMUS — pacCeUeHUe, allOTOMUS — YCEUCHHE).
JIMX0TOMHYECKOE OKHCJIEHHE MOKET MPOTEKaTh KaK B adpOOHBIX, TaK U B
aHa’pOOHBIX YCIOBHSIX.

CyTh npouecca 3aKJI04aeTcsi B TOM, YTO IJII0K030-6-pocdar,
00pa3oBaBIIMIICA B X0/Ie TeKCOKMHA3HOM peakuuu (6 yriepoaHbIX aTOMOB),
pacnagaercs Ha aABe (pocGoTpHro3bl (110 TPH YIVIEPOJIHBIX ATOMA KayKIas)

C-C-C-C-C-( rmoko30-6-docar

C-C-C C-C-(C
dbochoTprossl
B xome pampHEHIIMX TMpeBpaIIeHUH B aHa’pOOHBIX YCIOBHUAX  OHHU
00pa3yloT JIaKTaT, a B a3pPOOHBIX YCJIOBHSX IOJHOCTBIO OKHUCISIOTCA JIO CBOMX
KOHEeuHBIX TPoaykToB — CO, u HyO ¢ BbIIEICHHUEM JTOCTATOYHOTO KOJMYECTBA
sHepruu (puc. 27).

['IFIOKO3A

['TIIOKO30-6-OOCDOAT AspoGHble  yCIIOBHS
AHaspoGHBIe YCIOBHS]

2ATO, A SATD

v 6 ATO 24 ATO
2 JIAKTAT 2 [IMPYBAT] f: 2 ALIETUI-CoA__, CO»+H,0
Puc.27. Koneunvie npodykmoul aspoOH020 U AHA3POOHO20 OUXOMOMUYECKO20
OKUCTEHUS.

5.4.4.1. AdpoOHoe 1MXOTOMHYECKOE OKHMCJIEeHHE TJIKKO03bl _ (23PO0HBIH

FJII/IKOJII/I3[

AdpoOHOE JMXOTOMHYECKOE OKHCICHUE SBISETCS OCHOBHBIM ITyTEM
KaTabojiu3Ma TIJIIOKO3bI, 10 KOTOpoMmy okucisiercs g0 80%  maHHOTO
MOHOCaxapHaa, MOCTYIUBIIETO B KJIETKY. ITOT IMyTh BKJIIOYAET TPU dTara:

1) crenuduueckuii MyTh KaTaboJM3Ma TJOKO3bI JIO MUpyBaTa (adpOOHBI
TJIMKOJIN3);
2) OKHMCIUTEIbHOE IeKapOOKCHIINPOBaHUe MupyBaTa 10 anetui - CoA;
3) okucaenue aretui - CoA B 1ukie TpukapooHoBbIxX kucioT 10 CO; u H,O.
2-i u 3-# 9Tambl a’poOHOTO JUXOTOMUYECKOTO OKHUCIEHUS TIIOKO3BI
OTHOCATCS K 00IIeMy MyTH KaTaboau3Ma, KOTOPBIA SBIISIETCS KOHEYHBIM ITAlloM
pacmajia BceX BEIIECTB, IIOCTYIMUBIINX B KJICTKY.
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5.4.4.1.1. Pacnad 2110K03bl 00 hupygama NpOTEKAET B [IUTOIIA3ME KJIETOK.
depMeHTHI, yYaCTBYIOIIHNE B TOM IPOIIECCE, NESTCS Ha ABE TPYIIIIHL:
- _KJIOYEBble, KaTaJu3upylole HeoOpaTUMble peakinuu (TeKCOKHHA3HYIO,
bochodpykTOKMHA3HYIO U TUPYBATKUHA3HYIO), TaK Ha3bIBaeMbIe ‘‘y3KHE MecTa”,
T.C. PEaKIuHu, MPOTEKAIOIINE ¢ HAUMEHBIIEeH CKopocThio. KittoueBbie pepMeHThI
aKTUBUPY-IOTCS MHCYJTUHOM U MHTUOUPYIOTCS TIIFOKOKOPTHUKOHIAMHU;
- OMYHKIMOHAJIBbHBIE, KaTATH3UPYIOIIHE 00paTUMbIe peakiuu (BCe OCTAILHBIC)
¥ Y4YacTBYIOIIME KaK B TMpoIleccax pacmafa TJIOKO3bl, TaK U B PEAKIUSIX €€
OnocuHTe3a (TITIFOKOHEOTeHE3E).

Pacnaz riroko3sl 10 MUpyBaTa MOKHO YCJIOBHO pa3/IefUTh Ha TPU dTara:
1) mpeBpamienne — TIOK030-6-pochara B 2 Moyekynbl  (HOCHOTPHO3:
rmnepansaerua-3-gocdar u quokcuaneroHdocdar;
2) OKHUCJIeHHE Taulepanbaerua-3-pocdara 10 3-pochoraunepuHoBON KHCIOTHI;
3) npespamieHue 3-HochOrIUIepUHOBOI KHCIOThI B TUPYBAT.

1. Pacnaj riaroko30-6-ocdara 10 pocdorpuos
Ha myTs JUXOTOMHUYECKOTO OKHUCIEHUS BCTAET FJI}OK030-6-(1)O(13(1)21T,
oOpa3oBaBIIUiics JIMOO U3 TIIOKO3BI (B XOJI€ TEKCOKUHA3HOW peakiuu) o mpu
pacnage rimkoreHa. Ha »3ToMm aTame mpeBpailieHuid y4acTBYIOT 3 QepMmeHTa -
dbocdorekconzomepasa, pochodhpyKkToKrMHA3ZA U AlIb/I0JIa3A.
docdorekconzomepaza H30MEpHU3YET TIIFOK030-6-pochar Bo ¢dpyTo30-6-

dbocdar.

DochodpyKTOKMHAZA, KATAIUIHPYIOLIAS HEOOPATUMYIO PEaKIUI0
npespaiienusi ppykro3o-6-gpocdara Bo ¢ppykrozoaudocdar, sipiasercs
BTOPBIM (110CJI€ TeKCOKMHA3bI) KJIKYeBbIM (hepMEHTOM AUXO0TOMHYECKOIO
OKHMCJICHHUS TJIIOKO03bI

dochodpyKTOKMHA3HAST peakius SBISETCS HEOOpaTUMOM, TakK Kak
poTeKaeT ¢ paccernBanueM 3Hepruu. DochodpykToKMHAZA KAaTAIU3UPYET BTOPOE
“y3k0€” MECTO pacmaja TIIIOKO3bl W IO3TOMY JIMMUTHUPYET CKOPOCTh BCETO
mporiecca B IeIoM  (0OCOOGHHO B TeX CIydasX, KOrja TIII0K030-6-docdar
oOpa3zyercss  3a cuer pacnaga mMkoreHa). OHa ABISIETCS  PEryJSTOPHBIM
dbepmentom: axktuBupyercss AMD, KOTOpBI CBS3BIBAICH C PETYISTOPHBIM
IEHTPOM, YBEJIMYMUBAET €ro CpoACTBO K (pykTo30-6-pochary. IlomaBuser
aKTUBHOCTDH (DepMEHTa MOBBIIICHHBIN ypoBeHb AT®, a Takxke IMUTpar.

Aabaojaza — ¢GepMeHT, YYacTBYIOUIMH B TMpPOIECCe PaCIICTICHUS
bpykrozonudocdara, 0b6magaeT HaMOOIBINIEH AKTUBHOCTHIO B TICYCHU U MUOKAp/IE,
B CBS3U C YEM €€ MOBBIIIEHUE B CHIBOPOTKE KPOBU XAPAKTEPHO JIsSI MTOPAKEHUS
ATUX OPTraHoOB, B YaCTHOCTHU, MH(APKTa MUOKAp/Ia U TeraTuTa.

B xome anpgonasHoit peakuuum  oOpasyercs aBe  (GochOTpUO3Bl  —
rmtnepanbaerua-3-gochar (F'AD) u nuokcuanerondocdar (AOAD), npuuem
pPaBHOBECHE HACTYMAET MNPU HMX COOTHOWIEHMH 35:95. OpgHako nona BIHUSHUEM
Tpruo3odocdaTuzomepasbl BO3MOKEH 00paTUMBIN mepexoa oaHoi u3 dhochorpros
B JIPYr'yt0. 3TO 0COOEHHO BaXXHO C YYETOM TOT0, YTO JaJbHEHIINM IPEBPAILICHUSIM
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B XOJ€ AUXOTOMHYECKOTO OKHCieHusi nojsepraerca b [TAD, a JJOAD
UCIIOJIB3YeTCsl Ha CUHTE3 TumieposidocdaTa, BKIFOYAIOMIETOCS 3aTEM B MOJICKYITY
TPUALIWIITTUIIEPUHOB.

HA/IH, ilﬁ[[ anmi-CoA
Jnokcuaneronpocdar--------------------- rmrepodocdar---S=------------ TAT
2. Peakumust OKHUCJICHUS raumiepaabaerna-3-pocdara B 3-
dochoruepuHOBYI0  KHCIOTY — TJIHKOJUTHYECKAsl OKCHIOPEeNYKIWs,
compspKkeHHast ¢ cyocTtpaTHbIM dochopunupoBadreM U oopazoBanueM ATD. Dta
cTaaus MpPOTEKAET npu y4acTUU JIBYX dbepMeHTOB —

rmmnepansaeruadocharaeruaporenassl (I'ADJ]) u rmunepodochoxuHasml.

FA® — HAJ/l-3aBucumblii (epMeHT, COAEpKAIIMi B CBOEM COCTaBe
TPUNENTUA- TJIOTATHOH, COCTOAIIMNA U3 TIIOTAMUHOBOM KHUCJIOTHI, IIUCTEHHA U
IJINKOKOJIA.

Orta peakuus Mojgy4yusia Ha3BaHHUE TIIMKOJIMTHYECKON OKCHIOPEMYKIIMH, TaK
KAaK OHA SIBJISIETCS €IMHCTBEHHOM OKHCIIMTEIBbHO-BOCCTAHOBUTEIIBHOM peakuuen
rnukonusa: I'A® okucnsercs B 3-(pochorauiepuHoBy0 KUCIOTY, BOCCTaHABINBas
HAJl. I3 oGpa3oBaBiierocss B XoJie¢ peakiui MpOMEXYTOYHOTo mpoaykra - 1,3
nudocdornuiepara, CoAEpKallero B CBOEH CTPYKType MaKpOIPrU4YecKylo CBS3b
BBICOKO3HEpreTuueckuit pocdar npu yyactuu (ocdorimuepaTKiuHas3bl NepeaacTcs
Ha AJI® c oOpazoBanuem 2 wmoiiekyl AT® (mo mexaHu3My CyOCTpaTHOTO
dbochopunupoBanus.

Oopa3oBaBmuiica B xoae peakunu HA/ITH, He MoxkeT HenmocpeacTBEHHO
nepeaaTb aTOMbI BOIOPO/A B AbIXaTeJbHYI0 1Iellb, TAK KAK
MUTOXOHIPHAJIbHASE MeMOpaHa JJis1 Hero HenpoHunaema. [loaromy Boaopox
U3 ero COCTaBa TPAHCHOPTUPYETCS B MUTOXOHJAPHH C IOMOIIBI) 0CO0BIX
YeJIHOYHBIX MEXaHU3MOB — rJIMepodocGaTHOrO U MAIAT-ACIIAPTATHOTO

(puc.28).
[{nTo301B Muroxonapus
R <« R
HAJ(H, HA[T
HAI
R r.‘D\ —HAJIH, —*asixar—>%0,
OA/IH, LETb

Puc.28. Obwas cxema uennounvix Mexanuzmos mpaHcnopma 6000pood 4epes
MUMOXOHOPUATLHYIO MEMOPAHY
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B rauunepogocharnom YEeJTHOYHOM MeXaHu3Me R —
nuokcuaneroHdocdar, KOTOpbI TpH MNPUCOSAMHEHUU BOAOPOJA M3 COCTaBa
HAJIH, mnpeBpamiaercs B mimnepodochar (RH;). Ilocmennuit  cBoGoaHO
MIPOHUKAET Yepe3 MUTOXOHIAPHUAIbHYI0O MEMOpaHy U B MUTOXOHAPUSIX OKUCISETCA
®AJl-3aBucuMoii  AeruaporeHazod B jauokcuanetoHdocdar (R), KoTopbii
BO3BpalaeTcs oOpaTHO B IUTOIUIa3My, a oOpasopaBimuiics ®AJIH, mepenaer
BOJIOPOJ B ABIXaTEJbHYIO LIETb HA KUCIOPOJ C BbIACICHUEM ABYX MoJjeKyla ATO.
Tak kak B peakUuMHd TIUKOJIUTHUYECKOHM OKCHUIO-PEIYyKIMU oOpa3zyercs IBe
monekyiasl HAJIH, To mnpu mepeHoce BoAopoAa B JIbIXaTEIbHYIO IIEMb
MUTOXOHJIPHM C TIOMOIIbIO ThuiepodochaTHoro ‘‘genHoka” Boiaensercs 4
MouiekyJibl AT® (3a cuer OKuCIUTENbHOro PoCcHOpUIpPOBAHHUS).

I[Ipy ero ydacTMM TEPEHOC  BOCCTAHOBUTENIBHBIX  SKBUBAJIECHTOB
OCYULIECTBJISIETCS JIMIIb B FOJIOBHOM MO3I€ M CKEJIETHBIX MbIIIIAx. B ocTanbHBIX
e opraHax (QPYHKIMOHHMpYET Oojee CIIOKHas CUCTeMa — MallaT-acrapTaTHBIN
YEJTHOYHBI MEXaHH3M.

B majiaT-acnapTaTHOM 4YeJHOYHOM MexaHm3Me Bojopod ot HAJIH, npu
y4acTUM MLHTOIUIa3MaThudeckod Manataeruaporenassl (MJIIY) mnepemaercs Ha
okcanoa-mierat (R) ¢ oopazoBanuem manara (RH;). Manat cBo60HO MpPOHHUKAET
4yepe3 MUTO-XOHJAPUAIbHYI0 MeMOpaHy M BHYTPM MUTOXOHJPHUN OKHUCISETCS
mutoxoHapuanbHoi MJII" B okcanoanerar (R). IIpu sTom Bogopoa u3 cocTtaBa
MajlaTa TMepenaeTcss 4Yepe3 TMOJIHYI0 JbIXaTelbHYIO IIelb Ha KHUCIOpPOJ C
BbiesieHneM Tpex Mojekyn AT®d, a oOpa3oBaBmmiics oOKcanoalerar
nepeaMUHUPYETCsl B aclapTrar, KOTOPBIM BBIXOJUT B LMTOIUIa3My, IJ¢ BHOBH
npeBpalaeTcsi B okcajgoareraT. B jaHHOM cilydae MPOUCXOIUT JOMOJHUTEIBHOE
oOpa3oBanue mectu Mojekynl AT® nmyremM OKUCIAUTENBHOTO (ocPOopUIMpOBaHUS
(puc. 29).

[HuTomnazma MuTtoxoHapus

)
l t

‘ oKcajo aueTaT‘ ‘OKcaﬂoaueTaﬂ
HAJIH,
HAJI AJIH,—— npIX.11enb
MaJjiaT MaRaT|

HO(3ATD)
Puc.29. Manam-acnapmammupwiii ueiHoUHbIU MEXAHUIM
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3. lIpeBpanienue 3-pochorannepruHoOBO KHCJI0THI B MAPYBAT

(|?OOH | COOH | COOH CO|OH
H,0 2 AJID
2 CHOH* ,2CHO (P) —*2C-~0 2c:o
| dochormmme- | SHOMa3a | | MUpyBaTKUHA3a |
CHO, P pomyrasa CH,OH CH, CHj;
3-pocdormuiepar 2-pocdormunepar dochosHoITUPYBAT nMpyBat
IIMpyBaTKHHA3a — TPeTUH KJIKYEBON (pepMEHT pacmaga IJIIKO3bI.

Ona moxer ObITh B JBYX (opmax: HeakTHBHOW ((dochopuivpoBaHHOM) WU
aKTUBHOU (HE(POCHOPUIMPOBAHHON) U TIOITOMY TaK K€, KaK M TJIMKOTEHCHHTAa3a
aKTUBHPYETCS HMHCYIMHOM. llupyBaTkmHaszHas peaknus HeoOpaTuMa, TaK Kak
COTIPOBOK/IAETCS BBIICJIICHUEM PHEPTUM U oOpazoBaHueM JBYX Mosiekyn ATD (3a
c4eT cyocTpaTtHoro pochopriupoBaHus).

Takum oOpa3zom, JHeprermdeckasi 3¢ ¢eKTHBHOCTL NpPEBpaAILCHUN
TJIIOKO3bI B MHUPYBAT B a’poOHBIX ycioBusix coctaBisier 10 (8)* monexyn ATO.
[Ipu »srom 4 wmonekynst AT® oOpasyrorcs 3a cyer CcyOCTpaTHOTO
dbochopunupoBanus (1o JBe Ha CTaAMIX TIMKOJIUTHUYECKOW OKCHIOPEAYKIIMH U
NUpyBaTKMHA3HOW peakiuu) U 6 (4) monekyn AT® Bwimensitorcss 3a cuer
OKHCIIUTENBHOTO  (OCHOPUIMPOBAHUSI TPU TEPEHOCE BOCCTAHOBUTEIBHBIX
HKBUBAJIEHTOB C IOMOUIBIO YEIHOYHBIX MEXaHU3MOB. M3 3TOro KoJM4yecTBa JBE
MOJIEKYJIbI MOTPEOIIAIOTCS Ha CTaJAUAX MEKCOKMHA3HOM U (pochoPppyKTOKMHAZHOMI
peaKunil.

CienoBarte/ibHO, IPH NPEBPAIleHUM TJIIOKO3bI B MUPYBAT B a3POOHBIX
yCJIOBHSIX 00pa3yercs
10(8) mos1. AT® — 2 moa. AT® = 8(6) mos1. ATD

54.41.2. |l sman aIpodno20 OUXOMOMUUECKO20 OKUCACHUSA 2II0KO3bl —
OKUC/IUMENIbHOE 0eKAPOOKCUIUPOBAHUE 00DA3068A6ULE20CA NUPYEAMA

2 nupyBarta »2 anernn CoA
2 CO, 2 HAJTH,
JIpIX. 1enb
v
%0,
6 AT®, H,O
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5.4.4.1.3. Koneunntii 3man_azpooHozo_Ouxomomuyecko20 OKUC1eHus 2j1l0Ko3bl -
oKucnenue oodpazoeasutezoca_auemui-CoA 6 uuxie mpuxkapooHoswvixX Kucjiom
(Kpeb6ca) ¢ Boiaenenuem 24 monekyn AT® (1o 12 Ha KaKayro MOJICKYJTy aleTHII-
CoA)

CHs — CZ SCoA +2 H,0 +20, ———2 CO,+4 H,0 + 12 AT®

Takum o0pazom, cymmapHas sHepreTrdeckas 3QpGeKTHBHOCTh a3pOOHOTO
JUXOTOMUYECKOT0 OKUCIICHUS TIIOKO3bI cocTaBisieT 38 (36) monekyn ATO:

['moxko3a— nupyBat | nupyBaT —>auetwi-CoA |anetun -CoA —>CO, + H,0
8(6)mon. ATD 6 mon. AT® 24 mon. AT®

B toMm ke ciydae, ecnu T0K030-6-hocdar obOpasyercs He U3 CBOOOTHOM
TIFOKO3BI 332 CYET TeKCOKMHA3HOW PEaKIMK, a MPH paclajae TIUKOreHa, BBIXOJ
AT® yBenuuuBaetrca Ha 1 Mosekyny u coctaBuT 39(37) MoJeKy.

5.4.4.2. AHAOPOOHOE TMXOTOMHYECKOE OKUCJICHHUE IIIOKO35I

Pa3znuuarot 1Ba Tua aHa’3poOHOI0 TUXOTOMUYECKOTO OKUCIIEHHS TIIFOKO3bI:
aHa’POOHBIN IIMKOJIU3 U CIIUPTOBOE OPOKEHUE.

5.4.4.2.1. Anazpoonwii 21uxoius

AHa3pO0OHBIH ITIMKOJIU3 — COBOKYITHOCTH )epMEHTATHBHBIX NMPeBPalleHUil
IJIIOKO3bI B MOJIOYHYIO KHCJIOTY

Bce depmenTsl aHa’poOHOTO TIMKOJIM3a JIOKAJIW30BAaHBI B ITUTOILIA3ME
KJICTOK.

C Han0oJb1Ieli MHHTEHCUBHOCTHIO IVIHKOJIM3 POTEKAET B JPUTPOLUTAX U B
0eJIbIX MBIIIEYHbIX BOJIOKHAX B MePBble MUHYTHI MOCJIe HAYAJ1a PA0OThI

B ocTanbHBIX TKaHSAX J10JISI aHAdPOOHOTO TIUKOJIN3a 3HAYUTEIHLHO MEHBIIIE,
4eM ad’pOOHOr0 JUXOTOMHUYECKOTO OkucieHus. OnHako B “aBapudHBIX
CUTyallMsIX, KOTJa HapyliaeTcsl MOCTYIUICHUE WM moTpebiieHne Kuciopona (Ha™
TIpUMED, TIPU TUTIOKCUH ) aHAIPOOHBIN TITMKOJIN3 PE3KO aKTUBUPYETCS

*uppa B ckoOkax oO3HA4YaeT KoJUYECTBO oOpasoBaBiierocss AT® mnpu
(GYyHKIMOHUPOBAHUM rIuLEepodochaTHOro YeTHOUHOTO MEXaHU3Ma
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Peakuun aHa’poOHOro TJIMKOIM3a MPOTEKAIOT aHAJOTMYHO TE€M, KOTOpPhIE
OCYIIECTBIISIIOTCS B a3POOHBIX YCIOBUAX. VX €IMHCTBEHHOE OTINYHE 3aKIT0YACTCS
B ToM, uro HAJIH,, oOpasyromuiics Ha cragun ['AD][-peakiuu, HE MOXKET
OKHUCJIUTHCS B JIBIXaTEJIbHOM IIENMM B OTCYTCTBHE KHUCIOpOJa M IOATOMY  HE
MEPEHOCUTCA C IIOMOIIBI0 YEJIHOYHBIX MEXAHU3MOB B JbIXaTEIbHYIO 1I€Mb, a
MCTOJIB3YETCSl Ha MOCJICAHEN CTaauy TJMKOJIM3a — BOCCTAHOBJICHWM INHUpPyBaTa B
nakrat npu yyactun JII'.

CH; HAL HAOH, CHs;
| - |
HOH < -~ C=0
? ¥ |
COOH HAL HALH, COOH
MOMoYHas K-ta NMpOBMHOrpagHasl K-Ta

3HaUYeHHUe JAKTATAerHAPOreHa3Hoi peakunu™ 3aK/I1049aeTcsi B TOM,YTO B
xo1e eé pereHepupyercs okucjenHas ¢popma HAJL, HeoOxoqumas niist
riauuepaiasaeruagocparaeruiporeHasHoN peakuuu. Yem o0ecrneyuBaeTcs
BO3MOKHOCTD JIaJIbHEIIero NpoTeKanusl peakuuii riukoansa (puc.16).

OOmumii PHEPreTUYECKUii BBIXOJ] aHA’POOHOTO TJMKOJIU3a 3HAYUTEIHHO
HUKE, YeM TPU adPOOHOM JTUXOTOMUYECKOM OKHCIICHHH TJIFOKO3bl M COCTAaBIISIET
aums - 4 Moiekyiasl  AT®, Beigensoommxcs 32 cu4€T  cyOCTpaTHOTO
dbochopunupoBanun (Ha CTaAUAX TJIUKOJIUTHUYECKOM OKCHUIOPEAYKIIUU H
MUPYBAaTKUHA3HOM peakiuu), U3 KOTOPBIX 2 TMOIJIOMIAIOTCS Ha CTausIX
reKCOKUHa3HOU U pochoPpyKTOKMHA3ZHON peaKIun

CienoBareibHO, CyMMapHOe YypPaBHEHHE AaHa’POOHOI0 TIJIMKOJIHM3A
MO:KeT ObITh MPeJCTABJIEHO CJeAYIIINM 00pa3om:
I'moko3a + 2 AJI® + 2 H;PO, » 2 gakratr +2 AT® +2 H,O

5.4.4.2.2. Cyov6a Mo104HOU KUCTIOMbBL 8 OP2AHUIME

Kone4yHbIM NPOAYKTOM aHA3POOHOIO0 IVTHKOJIU3A ABJISAETCH MOJIOYHAS
KHCJIOTA

Mogsnounass kucinora oOpasyercs IJaBHBIM 00pa3oM B JPUTPOLUTAX U
MblieyHol Tkanu (10 20-30 r B CyTKM), OTKyJAa IMOCTyHaeT B KpPOBb, TNle €€
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coliep KaHue MOAIEPKUBACTCSA Ha ompeneneHHoM ypoBae — 0,5 — 2,2 mmonb/n. U3
KPOBH MOJIOYHAsI KUCIIOTA MOTPEOIISIeTCS IEYCHBIO M CePICYHON MBIIIIIEH.

B nedyenu 1/5 yacThb JJakTaTa OKUCJISIETCA C BbIJeJIeHHEM dHepruu, a 4/5
YTHJIM3UPYeTcs Ha HeJu riokoneorenesa (I'HI)

[Tpu sToM W3 nakTaTa OOpaszyeTcsl TII0KO03a, KOTOpasl MOCTYMaeT B KPOBb U
MOTJIONIAETCA ~ CKEJIETHBIMU ~ MBIIIIAMH, TJI€ BHOBb B XOJE TJIMKOJIM3a
npeBpallaercs B JakTaT. B pe3ynbTaTe BO3HUKAET LJIIOKO030-JAKTATHBIN IUKJ

(muka Kopu), obecrieunBaronuii MOCTOSIHHBINA MPUTOK TIIFOKO3bI K MBIIIIAM (pHUC.
30).

ITEYEHb KPOBb MBI bI
HTT&T < JTaKkTaT < JlakTaT
T
[Inpysar [Inpysar
I'HI
I'moko3a » [ 7I0KO32a I'goko3a

Puc. 30. I'nrokozo-naxkmamuwvii yuxn (yuxn Kopu)

[ukn Kopwu BeimoiHsET 2 BaKHEWIINE QYHKIIUN:
-o0ecreynBaeT yTUIIU3AIHIO JIAKTaTa;
-MpeIOTBPAIllaeT HAKOIJICHUE JIAKTaTa B KPOBU U pa3BUTHE JaKTATAIIM03a.

B cepaeyHoii MbllIIE 00JIbIIAS YACTDH JAKTATA UCNOJIb3YETCH HA
OKMCJIMTEIbHbIE LeJId, OJ1arogaps 4yeMmy MOJIOYHAs1 KHCJI0TA SIBJISETCS
Ba’KHBIM JHEPreTHYeCKMM HCTOYHHKOM VIS COKpameHusi Muokapaa (puc.31)

JIA UpPYyBaTACTUAPOreHa3a OTK
JJAKTAT — NUPYyBaT l > aleTHJa - COAT’ 2 CO, + 4H,0
H I}AIL
CO, ¢ 12 ATD
HAJIH, HAJIH,
JIBIX.IIEID IBIX. LIEMID
72 O 720,
3ATD 3ATD

Puc.31. Oxucnenue nakmama 6 cepoeunou mviuiye u 6 ne4eHu
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CrnenoBatenbHO, 3Heprerudeckas 3(PGEKTUBHOCTh OKHUCICHHUS JIaKTaTa
coctapisier 18 monekyn ATO.

5.4.4.2.4. Chupmoeoe opoicernue

MPOTEKAET B APOXOKAX aHATOTUYHO TNIMKoNu3y. OgHako oOpa30BaBIIMCS MUPyBaT
HE TIOJIBEPraeTcs BOCCTAHOBJICHUIO B JIAKTaT, a JCKapOOKCHIMPYETCS C
o0pa3oBaHMEM YKCYCHOTO ajbJETH/Aa, KOTOPBIM 3aTeéM BOCCTAaHABIMBACTCS B
STUiOBBI  cnupt ¢ yudactuem HAJIH,, oOpa3oBaBuierocss Ha cTaguu
riuuepanbaeruapocaTaeruiporeHa3HoN peakiuu.

2 CH; 2 CH;
| | 2HAH 2 HA
C=0 G=0 M;@HZOH
| \2 CcO, | AJIKOTOJIBJICTUIPO -  STUJIOBBIN
COOH H reHasa CIUPT
IUpyBaT YKCYCHBIN aJIbJIeTH]T

5.4.4.3. B3anuMoOTHOIIEHHE ADPOOHOT0 K AHAIPOOHOI0 TUXOTOMHUIECKOI0
OKHCJICHUSA.

Mexnay a’poOHBIMU M aHAdPOOHBIMH IPOIIECCAMU MPEBPAIICHHUIN TJIFOKO3bI
CYILIECTBYET TECHasl B3AMMOCBA3b, XOTSI OHH JIOKAJIM30BaHbI B PA3JIMUYHBIX YUACTKAX
KJIeTKH. OJTHOBPEMEHHOE MPOTEKAHNUE ITUX MPOI[ECCOB HEBO3MOXKHO.

B npucyrcrBuM KHCJI0POAa 00MEH YIJIEBOIOB IEpPeKJIIYaeTcs Ha 0oJiee
3¢ PekTUBHBII MYyTHh 00Pa30BaAHNS JHEPTUH — AIPOOHOE OKHCJIEHHE, KOTOpOe
noAasJseT riauKoaun3. Ilpu 3ToM npekpamaercsi HAKOIJICHUE JIAKTATA U
CHHM/KAETCS CKOPOCTH MOTPeOdJIeHUs ITHOKO03bI

Bnepsoie 310 siBnenue HaOmoaan Jlym Ilactep mnpu wuccienoBanuu
npoiieccoB OpoxkeHust B 1876 T., U MOITOMY B MOCIEIYIOIIEM OHO MOJYYHIIO
Ha3BaHue d¢Qdekra IlacTepa.

Mexanu3zM mactepoBckoro 3ddexra 0  HACTOSIIEr0 BPEMEHHU
OKOHYATeNbHO He pacimudpoBaH. Pemiaroniyro pojibp B €ro peanu3aluu, I0-
BUJIMMOMY, WTPAeT KOHKYPECHITUS MEXIYy IbIXaHWeM M TiukoiauzoM 3a AJ[D u
Heopranudeckuii pocdar

OTH  KOMIIOHEHTHI  HEOOXOAWMMBI  Kak  JJis  OKHUCIUTEIHHOTO
dbochopuaupoBaHus, TaK u TUIst MPOTEKaHUS TJIMKOJIA3a
(rmunepanbaeruadpocaTaeTuApOreHa3HON  peakiuu). J[pIxaHne NPUBOIUT K
noHwkKeHnto coaepxkanust AJI® u Heopranuueckoro Gocdara ¥ MOBBIICHUIO
conepxkanusi ATO. [Tpu aTom:

- Hapylaercs TeueHue riuuepanbaeruadochaTaeruiporeHasHon peakinm;
- AT® kak amnoctepuueckuit a3pdpexrop uHrudupyer hochodpykToKuHazy;
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- CHIDKAETCA aKTUBHOCTh N€KCOKMHA3bl, TAK KAK YBEJIMYMBACTCA KOHUECHTPALUS
III0K030-6-(ocdara.
OIHOBPEMEHHO B ABIXATEIBHOM IIENU MHTEHCUBHO okucisiercss HAJIH,, uro
JleJIaeT HEBO3MOKHBIM BOCCTAHOBJICHUE MTUPYyBaTa B JaKTaT.
B pesynbTaTe yCBOCHHME TIIOKO3bI KJIETKAMU MOHUYKAETCS M MPEKpaIlaeTCs
HAKOIUICHUE MOJIOYHOM KMCIIOTHI.

5.4.4.4. I 1iokoHeorenes

I'mokoneorene3 ((I'HI')— OmocuHTe3 IIIIOKO3bI M3 NMPOAYKTOB HEYIJIEBOJHOIO
NPOMCXOKAEeHNS — INIABHBIM 00Pa30M, JIAKTATa, AMUHOKHUCJIOT, IVIHIlEPUHA

['mokoHeoreHe3 MpoTEeKaeT B OCHOBHOM B _LMTOILIA3Me NeYeHU W _MeHee
HHTEHCUBHO B KOPKOBOM CJi0€ IOYEK, a TaKKe B CJAM3MCTOH 000J0YKe
KMIIEYHUKA; OH TPEACTaBlsieT co0Ol 3amacHOM NyTh OMOCHMHTE3a YTJIEBOOB,
aKTUBUPYEMBIN B TE€X CIIy4asix, KOT/Ia B OpraHU3M€ BO3HUKAET HEIOCTATOYHOCTH
[JIIOKO3bI, B YAaCTHOCTH, NPU JJIMTEIBHOM TOJIOJAHUM WJIM WHTCHCHUBHOU
¢bu3nueckoii padore.

AKTHBaLU IIIIOKOHEOT€HE3a MPUBOAUT K BOCCTAHOBJIEHUIO B KPOBHU COJEP-
YKaHUS TJIFOKO3bI M, TEM CaMbIM, OOECIIEUYMBAET AJCKBATHYIO JEATEIbHOCTH psla
OpraHOB M CHCTEM, TJaBHBIM 00pa3oM, TOJIOBHOTO MO3ra. JTO CTAaHOBHTCS
MOHSATHBIM, €CJIA YYECTh, YTO B pe3yibprare ' HI' MoxeT cunresupoBatbest 10 100 r
TIIFOKO3bI B CYTKH

3HaYeHUE TIIIOKOHEOT€HE3a 3aKIII0YAETCS TAK)KE U B TOM, 4To pu ero ['/ID
aKTUBAIIMM  yHANse€TCd M3 KPOBH U30BITOYHOE KOJUYECTBO  MPOJYKTOB
MeTabosiM3Ma, B YaCTHOCTHU JIAKTaTa, MPOAYIIUPYEMOTO B MBIIIIAX, U TJIHIICPUHA,
o0Opa3yrolerocs MOCTOSIHHO MPH pacajie UPOB B JKUPOBOU TKaHU.

I'1rokoHeoreHes iBJIsIeTCA MPOLECCOM, 00PATHBIM IVIMKOJIN3Y, TAK KaK
00JBIIMHCTBO (pepMEHTOB TUXOTOMHUYECKOT0 OKMCJICHUS TVIIOKO3bI
OTHOCHUTCS K OMPYHKIMOHATBbHBIM

HckiroueHne CoCTaBisIOT TOJIBKO TPU HEOOpAaTUMBIE PEaKIUU TIUKOIN3a:
rekcokuHasHasi, (GochodpykTokMHa3Has W NUpyBaTKuHa3Has. B xoxe
TJIFOKOHEOTeHEe3a 00paTHOE TEUCHHE JTHUX PEaKIUd KaTaTUu3UPYyeTCs KIFOUYEBBIMU
depmentamu ['HI': ®OII-kapbokcuknHazoil, Pppykrozoaudocdara3o, riroK030-
6-docdarazoii.

Haubonee cnoxHoit u3 3tux peakuuid spisiercs OII-kapoOKCUKMHA3ZHAS —
npeBpaileHue nupysara B (hocpoiIHoANMpyBat.

I'muxomms
®II TIMPYBAT
4 [JIFOKOHEOTeHe3 |

OnHa OCyIIECTBISETCS B HECKOJIBKO CTAAMI MPU y4acTuu psifaa GEepMEHTOB:
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d) UpyBaT W3 IUTOILIA3Mbl IMPOHUKAET B MATPUKC MHUTOXOHJIPHH, TIIE IIOM
BIUSIHUEM HNHPYBATKAPOOKCHMIA3bl  KapOOKCUIUpYETCs € oOpa3oBaHUEM
oKcaJjoalerara:

COOH COOH
| +CO, + ATD |
C=0 nupyBarkapOOKcHiaza C=0 +AID + H3PO,

CH; CH,
nupyBaT |
COOH
OKcayoalerar
b) oOpa3oBaBmmiicss  okcajoaleTaT  HE  MOXET  NPOHUKHYTh  uepes3
MUTOXOHJPHUAIIBHYI0O MeMOpaHy B IUTOIUIa3My U [O3TOMY 60

BOCCTAHABIMBAaECTCA B  Majgar Ipd  y4aCTMM  MHUTOXOHJPHAIBHOU
MaJaTAeruiporeHaspl, 1100 MpeBpalaeTcs B acnaprar;

C) manar (WIM acmapTar) BBIXOAHWT B IUTOILIa3My, TJ¢ BHOBb IPEBpAIIacTCsS B
OKCaJ0alerar;

d) oOpa3oBaBmmiicss OKcajoaleTar ToJ BIUSHUEM dhocdorHonMpyBaT-
kapOokcukuHa3bl 1pu yyactuu ['TO nexapOokcumupyercs U OJHOBPEMEHHO
dbochopunupyercs ¢ oopazoBanuem OIII.

(|JOOH rfre I1o |COOH

QL o~ 675

C=0 c=opP ()

| @3II - kapOOKCUKHMHA32a ||

CH, CH,

| dochosnonmUpyBaT

COOH

OKCajoarerar

Orta peakius - HaubOosiee MeIJeHHass u 1odTomMy uMmeHHo OOII-

KapOOKCHKHMHA3a, a HE MUpPyBaTKapOOKCHUIIa3a SBIIAETCS KIIOYEBBIM (DEPMEHTOM
JaHHOTO Tporiecca (puc.32).

MHUTOXOHJIPUS IIUTOILTIAZMA
[TPYBAT ®OCPODHOJIIINPYBAT
€0,
v
OKCAJIOALIETAT]

wir

MAIJIAT MAJIAT ]

Puc.32. Obpazosanue @III uz nupysama
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B opranmsme uemoBeka DIII-kapOokcHKMHA3a JIOKAIW30BaHA B PABHBIX
KOJIMYECTBAX B MHUTOXOHApUSIX M B muromnazme. OcrtanbHble peakiuu ['HIT
MIPOTEKAIOT TOJIBKO B LIUTOILJIA3ME.

Btopoit kmroueBoii ¢epMeHT TitOKOHeoreHesza - (pykrozoaudocdarasa
KaTaJIM3UPYET PEAKIIMIO, SIBISIOUIYIOCS 00XOIHBIM mmyTeM (ochoppyKTOKMHAZHON
peakuuu

['mukonus
®pykT030-6-hocdat > ®pykro3oaudochar
dochodpykToknHasa
['mroKoHEeoreHes
Opykrozonudocdaraza
Tperuit kimo4eBol ¢GepMEHT — LJKWK030-6-thocdharasa yuyacTByeT B

nedocopunupoBannn  TIIOKO30-6-pochaTta ¢ oOpa3oBaHmeM CBOOOJTHOM
TJTFOKO3BI.
['muxonu3
I'moko3a > 110x030-6-(pochar
['ekcoknHaza

['mrokoHeorenes
I'mrox030-6-ocdaraza

OO0pa3oBagIiascs IIF0K03a TMOCTYIAeT B KPOBb M MOTJIONIACTCS Pa3TMIHBIMU
OopraHamu.
CymMMapHO TIpoliecc TIFOKOHEOTeHe3a W3 MHUpyBaTa MOXHO TPEICTABHTH
CIICTYIOIINM 00pa3oMm:
2nupyBat + 6 AT® +4 H,0O + 2 HAJIH, 7rmroko3a + 6 AJIID + 6 H;PO, + 2 HAJL
4 ATO+2TTD 4 AIO +2T 11D

['munepuH, aMUHOKMCIOTHI WJIM HMHTEPMEIUATHI IHKJIA TPUKAPOOHOBBIX
KuCIoT BkIouyaroTcss B mnpouecc ['HI' na ypoBHe mnmpyBara, OOl wumm

Tpro3odochaTos.

5.4.4.5. Peryasiuus r’JiuKoJan3a v rJIIOKOHEOreHe3a

[IMK0/IM3 M TIIOKOHEOTeHe3 PEryIHPYIOTCS PEHIPOKHO)

OauH W TOT Ke PEryjasaTOpHbIN (akTop BIUSET HA OTH JBa MpoIiecca
MIPOTUBOIIOJIOKHBIM 00Pa30M — aKTUBUPYET OAMH MPOIIECC U TOIABISET APYTOH.

OO0beKTaMH _peryJsiliii  SIBIISIIOTCS  KIIIOUEBBbIe (PEPMEHTHI TJIMKOJIN3A
(rekcokmHasza, pochodpykToknHaza U MUpyBaTKUHA3a) U TaokoHeoreHe3a (DIII-
KapOOKCUKHMHA3a, dbpykro3zoaudocdaraza u TII0K030-6-(hocdaTaza),
KaTaJN3upPYyIOLIe HEOOpaTUMBbIC PEAKITHH.
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['IMKONMM3 M TIIFOKOHEOreHE3 PEryJIMPYIOTCS KaK TOPMOHAJIBHBIMH, TaK H
KJIETOYHBIMU MEXaHU3MAaMHU.

T'opmoHnanbHasi peryJsiiusi 3THX MPOIECCOB OCYIECTBJIsIETCS
UHCYJIUHOM, IJIIOKATOHOM M TJIIOKOKOPTHKOUAAMH

[lepexitoyeHne TEUSHH C TJIMKONHM3a HA TIIFOKOHEOTeHe3 W O0OpaTHO
IPOUCXO/UT C y4acTHEM MHCYJIMHA U TIIIOKaroHa M OCYIIECTBISIETCS C IOMOIIBIO
AUIOCTEPUYECKAX ~ MEXaHU3MOB,  KOBAJICHTHOW  Moaudukamuu  (ImyTem
bocdopmupoBanus u aehocPOpPUIUPOBAHUS), a TaAKKE UHAYKIHUUA U PETPECCHH
CHHTE3a KITFOUYEBBIX ()ePMEHTOB.

WHCYNnMH TIOBBIIAET TPAHCKPUIIMIO TEHOB ¥ CHHTE3 KIFOUCBBIX
(GEepMEeHTOB  TIJIMKOJHM3a, HO T[OHIKACT CHHTE3 KJIIOYEBHIX  (DEpMEHTOB
rIokoHeoreHe3a. OJHOBPEMEHHO HWHCYJIMH  aKTUBHUPYET TeKCOKMHA3zy W
NUpPYBaTKHHA3Y. ['mokaroH M TJIIOKOKOPTHKOWABI  JCWCTBYIOT B
IPOTHBOIOJIOKHOM HaIlpaBJICHUH.

OcHOBHBIE KJIETOUYHBIE (PAKTOPBI PETYIISIIUH MIPEICTABICHBI B Ta0HIIe 2.

Tabnuya 2
Kierounsle (hakTOphI perymsiiivy MIMKOJIN3a U TITIOKOHEOTeHe3a
dakTop Bisinue nHa:
TJIUKOJIN3 TJIFOKOHEOTE€HE3
AMUHOKHUCJIOTBI MOAABISIOT AKTUBUPYIOT
YKUPHBIE KUCIIOTHI MOAABIISIOT AKTUBUPYIOT
anetun-CoA MOAaBIISIET aKTUBUPYET
HAJI AKTUBUPYET [IOJIABIISAET
HAJIH, MO ABJISIET AKTUBUPYET
ATOD MOJABJISIET AKTUBUPYET
AJl®, AM®D AKTUBHUPYIOT MTOJIABJISIFOT

JeiictBue 3TuUX (HaKTOPOB pealn3yercsd uepe3 HM3MEHEHHUE aKTUBHOCTH
KItoueBbIX  (pepMeHToB. Tak, Hampumep, NHMPYBATKHHA3a aKTHUBUPYETCS
bpykrozonudocharom u  uHruOMpyercs  ajaHuHOM U aueTui-CoA;
dhochodpykroknnady aktuBupyior AJID u AM®, a uarubupyrot uurpar, ATO
U OKUpHBIE KHUCIOTH; (pykTo3oaudocdaraza, HAo00pPOT, aKTUBUPYETCS
YKUPHBIMHU KUCJI0TaMU U nioaasisgeTcss AM® u AJ1D.

Takum o00pa3oM, CKOPOCTb TJIMKOJM3a U TJIIOKOHEOTeHe3a OIpeaesseTcs
psioM (PakTOpPOB, M3 KOTOPHIX pellaiouiee 3HAYEHHE MMeeT IHepreTHYecKui
craTyc KiaeTtku. Boicokue konnentpamnun AT® u HAJ[H, nHruOupyroT rimkoims3
Y aKTUBHPYIOT INIFOKOHEOTE€HE3, B TO BPEMS KaK MOBBIICHHE KOHUEHTpauuu A 1D
u AM® co3znaet ycioBusi, 0JaronpusATCTBYIONINE TEUYCHUIO TIUKOIN3A.
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5.4.5. AIOTOMHYECKOE OKHUCJICHHE ITI0K03bI
(nento3o0dochaTHLI NYTH)

ANOTOMHYECKOE OKHCIIEHHE — BTOPOW MYTh OKUCIUTEIBHBIX MpPEBpaICHUN
INIIOKO3bl. B HOpME [0oysi almlOTOMUYECKOTO OKHCIEHHS B TKaHAX Heenuka. C
HanMOOJIbIIIEH WHTEHCUBHOCTHIO OHO TIPOTEKAET B II€YEHHU, HAJIINOUYCUHHUKAX,
JAKTUPYIOIIEH MOJIOUYHOM JKele3e, JKUPOBOM W AMOPHMOHAIBHOM  TKaHSX.
DepMEHTHI alTOTOMUYECKOT0 OKUCIICHUS JJOKAIN30BaHbl B IUTOILIA3ME KIIETOK.

IIpuHIUN AMOTOMHUYECKOT0 OKUCICHHUS 3aKJI0YACTCH B YKOPOYCHUU
YIJIEPOJHOIO CKeJIeTa IIK030-6-pocdara ¢ oOpazoBannemM
nenro3ogocdaros.

C—C—-C—-C—-C-C|rmoko3a

A\ 4

CO,| [C-C—-C-C-C]| nentosa

Boigeasiior aBe (l)aSLI AIMMOTOMHUYECCKOI'0 OKHCJIICHUA: OKUCIUTECJIbHYIO "
HECOKMC/INTEC/ILHY

5.4.5.1. OxucaurejnHas ¢a3a

OxucianrenbHas pa3za anoTOMUYECKOr0 OKUCJICHUS OCYIIECTBJISCTCS IyTeM
AerupupoBaHus TIJIHOK030-6-docdaTa, 0HAKO B OTIHYHE OT
AUXOTOMHMYECKOI0 OKHCJICHUS aKIeNTOPOM Boaopoaa aBJasierca He HAJL, a
HA®

6 rawk030-6-docdar
['moxo30docdaraeruaporenasa

6 HA1®
HAJI®H,
6 hochorIroKoOHOJIAKTOH
JJAaKTOHAa3a
6 H,O

6-docdorarokoHat
docdormrokoHaTAETHIPOTeHA3a

6 HAI[G1 6 HAJI®H,

6 puOvVJ1030-5-thochar

Puc.33. OxkucaumenvHas cmaousi anomomudecko20 OKUCIeHUS
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5.4.5.2. HeokucaureapHas dasa
OO6pa3zoBagiuecs 1MeCTh MOJIEKYJ puOy030-5-hocdara oGpaTumMo
MU30MEPU3YIOTCS B JIBE MOJIEKYJIBI pr0030-5-hochaTta v 4eThIpe MOICKYJIIBI
KCHITYJ1030-5-(pocdara, 4To HEOOX0AMMO ISl TPOTEKAHMS CICAYIOIICH
HEOKHCIIUTEIBHON CTaINH.
‘6 MOJI. pI/I6yJ1030—5—q)00¢)aTal

2 mod. pu6030-5-ocara 4—1 |—>4 MOJI. KCHITYJI030-5-ocdaTa
Pu6o30-5-pochar moxker oOpasoBaTbcs TakkKe W IpPH  pacmaje
HYKJICOTH/IOB.
HeoxucnurenspHast gaza BKIIOYACT LEIbIA P PepMEHTATUBHBIX PEaKIIHii, B
npolecce KOTOPBIX IPOUCXOAUT 0Opa3oBaHUE OOJBIIOrO YHCIa TMPOIYKTOB,
COZIep KaIX B CBOEM COCTaBe OT 3 110 7 YIIepOAHBIX aTOMOB.

OcHOBHBIMH ()epMEHTAMM HEOKHCJIUTEJIbHOI (Pa3bl AMOTOMHYECKOTO
OKHCJICHUS SIBJAIOTCH TPAHCKETO0/1a3a U TPaHcaabao/a3a. KogepmenTom
TPAHCKETO.1a3bl AABJseTCH aKTUBHAasA ¢popma BuTamuHa B ; - T1®D

TpaHCKeToJa3a
2 kcuiyno30-5-gocdart + 2 pubo30-5-hocdar » 2 CeoTerTyI030-
7-bocdar +2 riunepansaeruna-3-gocedar

TpaHcab/10J1a3a
2 cegorenty- + 2 rMiepaib- 2 sputpo3o-4-pocdar +
no030-7-dbocdhar  gerun-3-gocdar 2 ppykro30-6-docdar
TpaHCKETOa3a
2 3pUTPO30 + 2 KCHITYJI030- > 2 ppykT030-6-Pochar +
-4-pocdar 5-pocdar 2 rounepanbaerua-3-gocdar

OOpazoBaBinecss B XO0Jl¢ dTUX PEAKIUN YeThIpe MOJEKYNbl (PpyKT030-6-
dochara m aBEe MOJEKYIBl ThUIEpanbaerua-3-hochara B KOHECYHOM HTOTE
U30MEPU3YIOTCA B MATH MOJEKYIN TII0K030-6-(hocdaTta, KOTOpbIE MOTYT BHOBB
BCTYNIUTh B OKHUCIHUTEIBHYIO (a3y amoTOMHUYECKOTO OKHCIEHHS, 00pasys Tak
Ha3bIBa€Mbld MEHTO30(ochaTHRIA LUKI, WIM YTUIM3UPOBATHCA MO JPYTrUM
HaIpaBJICHUSM.

Taxum 00pa3om, B X0/1e AMOTOMHUYECKOI0 OKUCJIEHHUS 32 OAUH 000POT LHMKJIA
U3 IIECTH MOJIEKYJI ITI0K030-6-docdaTa ocTaeTcs NATH: 0IHA MOJIEKYJIa
MOJIHOCTBHIO pacnajgaercs A0 mectu MmoJiekyJ COs.

6 CO;
6 r.1110K030—6—q)00(1)a¢L> 6 pu6o30-5-pochar —> 5 ruIOK030-6-

dochar

OHepruss  OKUCISIOUIEHCS TJIOKO3bl TpaHCHOPMUPYETCS B 3SHEPTHUIO
HAJI®H,, ncnonb3yeMoro asisi BOCCTAaHOBUTEIBHBIX OMOCHHTE30B.
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OOmuit  GamaHC AamOTOMHYECKOTO OKHCIEHUS MOXHO TPEACTaBUTH
CIIEAYIOHIMM 00pa3oM:
6 rimrok030-6-pochar+12HAJID+6H,0

6CO,+6 pudyno3o-5-pochar+12HADPH,
5 rmok030-6-¢ocdar

5.4.5.3. B3anmMocCBsI3b ANOTOMUYECKOT0 U INXOTOMHYECKOT0 OKUCIEHHS

[TenTo3odochaTHpIi MyTh TECHO CBS3aH C AMXOTOMHYECKUM OKHCIICHHEM
TIIFOKO3BI. DTH TYTH MOTYT MEPEKII0YaThCS C OJTHOTO Ha JIPYTOi B 3aBUCHMOCTH OT
COOTHOIIICHUSI ~KOHIIEHTPAIlMK OOIMX MPOMEKYTOYHBIX MNPOAYKTOB. Tak,
oOpa3oBaBIIMECS B allOTOMUYECKOM OKHCIEHUH (HpykT030-6-pochar u riuimep-
anperua-3-hochar MOryT BOBJICKATHCS B TIWKOIW3 M TPEBpaIiarhCcs B
aHad’pOOHBIX YCIOBUSAX B JIAKTaT, a B adpoOHBIX - B CO, m H,O c BeiAeneHnemM
sHEepruu. Bo3MokHa Takxke pereHepanus ABYX MoJeKyl (pykTo30-6-poctara B
2 MOJEKyNbl TJIIOK030-6-hocdara ¢ moOCIHENYIOIIMM WX BKIIOYEHHEM B
neHT030(h0CchaTHBIN MyTh.

5.4.5.4. Buosornyeckasi poJjb AMOTOMHUYECKOr0 OKHUCJICHUSA

OcHoBHas (l)yHKIII/IH AIIOTOMHYECKOI0 OKHCJICHHUSA - IIJIaCTHYCCKad.

OOpa3oBaBmyecsi NMEHTO3bl  00ECIIEUMBAIOT CHUHTE3  HYKICO3UJIOB,
HYKJICOTHU]IOB, KOEPMEHTOB U HYKJIEMHOBBIX KHUCIIOT.

Yriekuc/blii_1a3 MOXET ObITh YTUIM3UPOBAH HA CHUHTE3 MOYEBHUHBI,
MyPUHOBBIX M TNUPUMHUJIMHOBBIX OCHOBAHMI, COJISTHOM KHCIIOTBHI KEIYJI0YHOTO
COKa, YKUPHBIX KUCJIOT, KETOKUCIIOT.

HAJI®H, wucnone3yercd i1 BOCCTAHOBUTEJIBHBIX CHHTE30B KHUPHBIX
KHUCJIOT, aMUHOKHUCIIOT, XOJECTEPUHA, CTEPOUIHBIX TOPMOHOB, YKETYHBIX KHUCJIOT,
BOCCTAHOBJICHHOTO TJIFOTaTUOHA U PsAfla JPYTUX COCAMHEHUN, a TaKkKe SBJISICTCS
HEOOXOIMMBIM KOMITIOHEHTOM JJIs1 00€3BPEKUBAHUSI KCEHOOMOTUKOB U SIJIOB.

['myTaTHOH NpPUCYTCTBYET B OOJIBIIMHCTBE KJIETOK (TJIAaBHBIM 00pa3oM B
sputpoumntax). Ero BocctaHoBmenHas ¢opma (rmytatnoH-SH) mpum ydactum
dbepMeHTa TIIYTAaTHOHIIEPOKCUIA3BI, COJIEp)KAIle  CeJieH, CHOCOOCTBYET
pPACLIEIJIEHUIO MOJIEKYJl TEPOKCHIa BOAOPOAA M JIUIONEPEKHUCEH, MOCTOSHHO
o0Opa3yronuxcs B KJIETKaxX B MPOIECCE MEPEKUCHOTO OKUCICHUS JTUMUAO0B. Takum
o0pa3oM TJIyTaTHOH 3aIIMIAET KIETKH OT pPa3pylIAlOIIero JEHCTBUS aKTHBHBIX
dopm kuciopona,. Ilpm sTOoM ero BoccTaHOBIeHHas (opma TEPEXOAWT B
OKHUCJICHHOE cocTosiHue (Ta-S-S-tim). Pereneparusi BoccTaHOBIEHHON (OpMBI
OCYILECTBIISIETCS TyTaTHOHpenykTtazon c¢ ydactueM HAJIDH, (puc. 34), 4yto
obecrieurBaeT BO3MOXKHOCTb  TOCTOSIHHOTO  y4acCTHUs JTOM  CHUCTEMbl B
AHTUOKCUJIAHTHOM 3aIlUTE KIETOK.
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BoccTaHOBIEHHBIN TIIyTaTHOH

2T'—-SH
ROOH
YTaTHOH- TJIyTaTHOH-
ROH epOKCHIa3a, PEAyKTa3a %I[CDHZ
JICH (O
H,0

OKMHCIIeHHBIN TIIyTaTHOH
r-S-S-r
Puc.34. ['nymamuon kak oKuciumenbHo-60CCmMano8UmMenbHas Cucmema

5.4.5.5. Pervasiiys anoTOMHUYECKOTr0 OKUCJICHUS

JleruaporeHaspl arnoTOMUYECKOTO OKHCIICHUS TJIFOKO3bl aKTUBUPYIOTCS
HHCYIMHOM. [loMHUMO 3TOro MX CHHTE3 HMHIYIUPYETCS TI0K030-6-hochaTom u
modTOMy  TeHTo30(ochaTHBI MyTh aKTUBUPYETCA IIPH JIOCTAaTOYHOM
MOCTYIUJICHU U TJIFOKO3bI B KJIETKY. Nurubupyercs TIFOK030-6-
dbocdharnerunporenaza BoccraHoBiaeHHON dopmoit HAJID; ciaenoBaTeiabHO, IS
(GYHKITMOHUPOBAHUS TEHTO3HOTO IMKJIAa HEO0OXOIWMa IOCTOSHHAS YTHIIM3ALHs
HAJI® B BOCCTAaHOBUTEJIBHBIX CHHTE3aX

5.4.5.6. HapvieHuss amnoToMU4ecKOro OKuCJIeHus

HenocraTouHocTh I/110K030-6-(hochaTaeruaporenassl B IpUTPOUUTAX
SIBJISIETCS] IPUYUHON reMOJIMTHYECKO aHeMUuM

B ee maroreHese Bexayllee 3HAYEHHWE MMEET YMEHBIICHHE COJEpKaHUS
HAJI®H,, B pe3ynbTaTe 4Yero mnajgaeT AaKTHUBHOCTb TJIyTaTUOHPEAYKTa3bl U,
CJIEIOBATEIbHO. MMOHMXAETCS COJEPKAHNE BOCCTAHOBIIEHHOTO TJIyTaTHOHA.

VY mropelt ¢ reHeTHyecKkd OOYCIIOBICHHOM HEIOCTATOYHOCTBIO TUIFOK030-6-
dbocdharnerugporeHaspl (Takux Ha 3€MHOM IIape HacuuThiBaeTcs okoyio 100
MUJUIMOHOB YEJIOBEK) PE3UCTEHTHOCTh SPUTPOLMUTOB ITOHMKAETCA M IMOITOMY
npueM psijia JIGKQpCTBEHHBIX TMpenaparoB (MPOTHBOMAISIPUNHBIX, AaCIHUPUHA,
CyJb(aHWIaMHU]IOB), & TAKXKE HEKOTOPBIX MHILEBBIX MPOAYKTOB (0000B, KpacHOMI
CMOPOJIUHBI, KPHDKOBHMKA), JCUCTBYIOIIMX KaK OKCHUIAHTHI, BbI3BIBAET
pa3pylIeHue SPUTPOLUUTAPHBIX MEMOPAH U TEMOJIMTUYECKYIO aHEMHUIO.

5.6. PEI'YJIAIIUA YIJIEBOAHOI'O OBMEHA

5.6.1. IlyJa rnoko3bl B opraHu3me

B opraHu3ame nogaepXXmBaeTcs NOCTOSAHHOE coaepXXaHue rMioKo3bl,
o0ecnieunBaemMoe cOAJTAHCMPOBAHHOCTHIO MPOLIECCOB, MOCTABJISIIOIIAX
CBOOOTHYI0 IJIIOK03Y, U POLECCOB, YTHIU3UPYIOIINX €€ HA MJIACTHYEeCKUE U
IHepPreTHYECKHE 1eJTU
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5.6.2. HeiliporymopaJibHasi peryJjsiiysi 00MeHa YIJIeBO/I0B

[TocTossHCTBO conepx)aHusl TIOKO3bl B KpoBu (3,33 - 5,55 MMomb/n)
NOJAJICP)KUBAETCA 32 CYET KOOPAMHHPOBAHHOTO B3aUMOJICHCTBUS HEPBHBIX,
TOPMOHAJIBHBIX U KJIETOYHBIX MEXaHU3MOB PETYIISIUU.

Eme B 1875 r. Knoa bepHap ycranoBus Hanmuuume Ha gHe 1Y kemymouka
0CO00ro caxapHOro IEHTpa, pa3fpakeHHe KOTOPOro MPUBOAUT K TOBBIIICHUIO
CoJlep>KaHMs TJIIOKO3bl B KPOBH, OOYCIIOBJIEHHOMY MHTEHCU(DUKAIUEH MPOIECCOB
pacriajia rIIMKOreHa B MEYEHH.

['unepriaroko3eMusi BO3HMKAET TMPH  SMOIMOHAIBHBIX  BO30YKICHHUSX,
CTPECCOBBIX cHUTyalMsiX. Bo Bcex 3TUX clydasx pa3ApakeHUe IEHTPaabHOM
HEPBHOW CUCTEMBI MEPEACTCS HA CUMIIATUYECKYIO HEPBHYIO CUCTEMY U TPUBOJIUT
K BBIJICJICHUIO aJpeHAJIMHA MO3TOBBIM CJIOEM HAJANMOYE€YHUKOB. OH MOCTYIMAeT B
KpoBb U cTuMynupyeT Boiaenenue runopuzom AKTI, BeI3piBaromiero cexperumo
TTIIOKOKOPTUKOMIOB, TaK)K€ TMOBBIIAIONIUX COJEPKAHUE TIJIIOKO3bl B KPOBH.
[ToMuMO »3TOrO, B KpOBb IOCTYMAIOT M JPYTHE€ TOPMOHBI, MNPHUBOASAIIME K
MOSIBIICHUIO U NMOAAECPKAHUIO TUIIEPTIIFOKO3EMUMU.

Kak Tonpko comep:kaHue TIIF0KO3bl BO3PACTET, OHA CTUMYJIUPYET BbIICICHHUE
B-KJIeTKaMu MOJKETyI0UYHOM KeJie3bl MHCYJIMHA, MOBBIIIAETCS TOHYC MapacuMIia-
TUYECKON HEPBHOW CHCTEMBI - COAEP>KaHUE TIIIOKO3bl B KPOBU BO3BpaIllacTCs K
MCXOJHBIM BEJIUYMHAM.

Ecnu xe B pe3ynbrare Kakux-TMOO TPUYMH Yy YEOBEKAa pPa3BUBACTCS
TUIIOTJIIOKO3EMHUSI, TO OHAa, HAOOOpPOT, MPUBOJUT K TIOBBIIICHUIO TOHYCA
CUMITATUYECKON HEPBHOM CHUCTEMBl M YCUJIECHHOMY BBIJICJICHUIO TOPMOHOB,
MOBBIIAIOIINX COACP’KAHUE TIIFOKO3bI B KPOBH.

CrnemoBaresibHO, pEIAIONIEe 3HAYCHHE B TMOJJEPKaHUU KOHIIEHTpaIluu
[JIFOKO3bl B KPOBU HMEIOT MEXAHM3MbI _CAMOPErYJSiMH, 2 MMEHHO caMo
coJiepKaHNe TJIHKO3bL.

Takum oOpa3zoMm, perynsuus coaepKaHUs
IJIFOKO3bl B KPOBU OCYILECTBIISIETCS JBYMSI B3aWMOCBSI3aHHBIMH CHCTEMAaMH:
Ma0E€TOreHHOM, YBEJIMUYMBAIOIIEH COJACPKAHUE TJIFOKO3bI B KpPOBH, H
aHTUIMA0ETOreHHOM, NOBBILIEHHE TOHYyCa KOTOPOM NPUBOAUT K Pa3BUTHIO
TMIOTJIIMKEMUH.
JAnadeToreHHas CUCcTeMa BKIIFOYAET CUMIIATUYECKYI0 HEPBHYIO CUCTEMY U
BCE TOPMOHBI, 32 UCKIIFOUEHHEM MHCYJIMHA U 3CTpOreHoB. OHA aKTUBUPYETCS MPU
TUIOTJIMKEMHUHN, & TAK)KE BCEX CTPECCOBBIX CUTyalMsX. /[mabeToreHHble rOPMOHBI
YBEIUYHUBAIOT COJIEP>KaHUE IIIFOKO3bl B KPOBH, OKA3bIBAIOT BIMAHKHE HA OMOCUHTE3
Y aKTUBHOCTb KJIIOUEBBIX (PEPMEHTOB YIJIEBOJHOIO OOMEHA, a TaKKe MEMOPaHHYIO
MPOHUILIAEMOCTb. Tak, MIIOKOKOPTUKOUABI U30MPATENIbHO MOBBIIIAIOT AKTUBHOCTh
KJIIOUEBbIX (DEPMEHTOB TIIIOKOHEOreHesa (Toko30-6-ocdarasa akTuBupyercs
npu >ToM B nBa pasza, OOIl-kapOokcuknHaza — OoJjiee, yeM B IIECTb pa3) U
OJIHOBPEMEHHO MOHIKAIOT AKTUBHOCTh T'€KCOKHWHA3bl M KIIOYEBBIX (DEPMEHTOB
IIMKOJIN34, a CJIEA0BATEIbHO, TOPMO3AT YTHIIN3ALMIO TJIFOKO3bI KJIeTKaMu. B urore
COJIEpP>KaHUE TIIIOKO3bI B KPOBH MTOBBIIIAETCS.
WNuoit mexaHW3M IUabETOTEHHOTO JCHCTBUSA aJpeHaJIMHA W TJIIOKAaroHa,
KOTOpBIE CTUMYJIUPYIOT paciaj IIIMKOTeHa, MOBbIIIas aKTUBHOCTh (poc(OopHIIashl .
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K aHTHMana0eTOreHHOil _cucTeMe OTHOCUTCS NapacuMIIaTH4ecKas
HEpPBHAs CHUCTEMA, MHCYJIUH U 3CTporeHbl. OHa aKTUBHUPYETCS NPH IMOBBIIIEHUU
COJlepKaHUsl TJIIOKO3bl B KPOBM M JEHCTBYET B HaIpaBiCHUHU, OOpaTHOM
JMa0ETOTeHHOM CUCTEME, - TTOJIABIISIET MPOIIECChI MOMOJIHEHUSI TIIOKO3HOTO TTyJia U
AKTUBUPYET YTUIN3ALHUIO TIIFOKO3bI KIIETKAMH.

KoHTpoJ/ibHBIE BONIPOCHI
N3 npeasioxkeHHbIX 0TBETOB BbIOepHUTE OJUH MPABUIbHBIH
1. T'uno’HepreTuyecKoe COCTOSTHHE MOKeT MOBJeYb 32 CO00H HapylIeHHUs
BCACBIBAHMS
a) TJIFOKO3BI, TAJTAKTO3bI
0) me’To3
B) GpYKTO3BI, PUOO3bI
') MAHHO3bI, TJIFOKO3bI
2. HemocTaTo4HOCTD JIAKTO3bI Y TPYIHOT0 pedeHKAa MOKeT NPUBECTH K
a) TUIMOTJIUKEMHH, TUCTICTICUN
0) rajakTo3ypuu, JTUCIEIICUU
B) JIAKTO3YPHH, TUCIIECTICUN
I') TUTIOTJIUKEMUH, TaTaKTO3EMHUH
3.Aabda - aMmuiaza ruipoiusyer
a) aniba-1,4-rmmKo3uaHbIC CBS3U
0) anbda-1,6-TIMKO3UTHBIC CBSI3U
B) Oera-1,4-rIMKO3UIHBIC CBSA3U
r) Oeta-1,6-TTIMKO3UIHBIC CBS3U
4. Cnennduyeckue q1ucaxapuaasbl JOKAJIM30BaHbI B
a) pOTOBOM TOJIOCTH
0) MeMOpaHe PHTEPOIUTA
B) [IEUYCHHU
T') MOPKEITyI0YHOM JKeTe3e
5.I'ekcokuHa3a MHITUOUPYeETCA
a) TIIIOKOKOPTUKOMIAMH, TIIFOK030-6-pochaTom
0) rrok030-6-pocharom, hpykTo30-6-hocharom
B) MHCYJIMHOM, MOHAMH KaJIbITUS
I') aApeHAIIMHOM, TJIFOKO301
6.I'IMKoreHCHHTA3a HHTUOMPYeTCs MyTeM
a) OrPaHMYEHHOTO TPOTEONIH3a
0) nedochoprrpoBaHus
B) dhochopunmpoBaHus
') HCKOBAJICHTHOW MOAM(UKAIINH
7. I'nuxorendocdopuiaza neyeHu AKTUBUPYETCH
a) TJIIOKaroHOM
0) Ald

B) MHCYJIMHOM
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T') ITIIOKOKOPTUKOUIAMU
8.KoHeyHbIM NPOAYKTOM (pocHOpPOTUTHIECKOT0 PacileNieHUs] IJTHKOTeHa B
MBIIILAX ABJISIIOTCH YMEHbIIEHHAS] MOJIEKYJIA [JIMKOTeHa IUIKC!
a) TIII0K03a
0) raoko030-6-gocdar
B) I1I0K030-1-(ocdar
r) ppykT030-6-hochar
9.®epMeHTOM, YYACTBYIOIIMM KAaK B CHHTe3e, TAK U B pacnajae riuKoreHa
SIBJISIETCS
a) TIII0K030-6-pocdaTaza
0) hochormorkomyTasza
B) T€KCOKMHA3a
T) rKoreHdocdopuiaza
10. BoJe3nb I'upke conpoBoKIaeTCA
a) TUIIOTJIMKEMUEH, TUIIOaKTaTeMUen
0) runepriaukeMuen, runonupyBaTeMUe
B) TUIIEpJaKTaTeMUEH, TUIIOTIIMKEMUEH
I') TUTIOJIAKTaTEMUEH, TUIIepIIUpyBaTeMUEH
11.KoHeYHbIMH NPOAYKTAMHU 23POOHOI0 TMXOTOMHYECKOI0 OKUCIeHus 1MoJst
IJII0KO3bI SIBJISIOTCS
a) CO,, H,0, 38 mons ATD
0) CO,, H,0, 24 monp AT®
B) 2 Mouis JiakTara, 2 moyist ATO
r) 1 Mmonb nakrara, 2 Mojst ATD
12. IlpoayKkTaMu ai0TOMUYECKOT0 OKHMCJIEHHUS TTHOKO03bI SIBJISIIOTCS
a) nakrat, AT®;
6) CO,, H,O, ATO®;
B) HAJI®,CO; , neHTO3HI;
r) HAJI®H,, CO,, pubo3odocdarsl.
13.Ykaxure peakiuu rjiuKo/au3a, conpsizkeHHbie ¢ cuHTe30M AT® nyrem
cyocrpatHoro ¢gochopuniupoBanus
a) TeKCOKHHa3Hasl
0) ¢ochornuneparkiHazHas
B) hochodpyKTOKMHAZHAS
I) JJaKTaTJAeTuApOoreHa3Has
14. Cyb6crparamu, aedochopuinpoBaHue KOTOPbIX CONPSKEHO C CHHTE30M
ATD,
SIBJISTIOTCSI
a) TI0K030-6-docdar
0) ppykrozo-1,6-nudocdar
B) 1,3-mudocdormumepar
) ppykT030-6-hochar
15. KoHe4YHbIM aKIeNTOPOM BOJIOPO/A NMPU CHUPTOBOM OPOKEHUM SIBJIACTCS
a) HAJI

0) makrar
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B) alleTalbIeTU]I
I') KUCIIOPO/I
16. K ki4eBbIM hepMeHTAM IJIIOKOHEOTeHe3a OTHOCSITCSI
a) rmuuepanpaeruadocdaraeruaporenasa
0) Tpuo3odocdarruzomepasza
B) MUpPYyBaTKMHA3a
) ¢pochorHOMMUPYBATKAPOOKCUKHNHA3A
17. AkTuBHOCTBH (ppyKTO30AUdochaTasbl yMEHBIIACTCS MO/ BJIAUSAHHEM
a) WHCYJIHMHA
0) ATD
B) TJIFOKOKOPTHUKOHJIOB
T') CBOOOJHBIX JKUPHBIX KHCIIOT

18. CuHTe3 IJII0K03bI U3 JIAKTATA YTHETAeTCs MO/ BJAUSHUEM
a) MHCYJIMHA
0) MIIOKOKOPTUKOUIOB
B) TUPOKCHHA
T) aJpeHaInHa
19. Duepreruveckasi 3pPeKTHBHOCTH OKHUCIeHHS 1 MOJIeKYJIbI JIAKTaTa /10
CO, u H,0 cocraBjsier
a) 38 AT®
0) 12 AT®
B) 14 ATD
r) 18 AT®
20. AKTHBHOCTb MMPYBATKAPOOKCHJIA3BI 3ABUCUT OT HAJIHMYHSA
a) THaMHHA
0) HUKOTHHaAMHIA
B) OMOTHHA
I') MAaHTOTEHOBOU KHUCIIOTHI

21. BoccranoBiiennas (popma HAJID obpasyercs B xoje
a) TJIIOKOHEOTreHe3a
0) OKUCIIMTEILHON CTaAUN alIOTOMHUYECKOTO OKUCICHUS
B) HCOKUCIUTEIIBHON CTAAUH allOTOMUYECKOTO OKUCICHUS
') aHaAYPOOHOTO TUXOTOMUYECKOTO OKUCICHUS TITIOKO3bI

22. B xone cnupToBoro opo:xenusi AT® odpa3yercsi 3a cuer
nedochopupoBanus
a) TIII0K030-6-Pocdata
0) dpykrozo-1,6-nudocdara
B) dhocdoeHomMpyBaTa
r) ppykTo30-6-dochara
23. AIOTOMUYECKO€e OKUCIeHUE TTIK03bI MPOTEeKAET B
a) Hapy>XHOU MeMOpaHe MUTOXOHAPUI
0) BHyTpeHHEN MEMOpaHe MUTOXOHIPUI
B) MUKpPOCOMaXx
I') IUTOIIa3Me
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24. B a3po0HBIX YCJOBHSIX BOCCTAHOBJIEHHBII B peaKuM INIMKOJUTHYECKOM
oxcuaopenykuuu HAJI siBjisieTcss J0HOPOM BOI0OpOAA s
a) acraprara
0) manara
B) IIUpyBaTa
I') OKcajoarerara
25. Kakoii u3 Meradoimyeckux myTeil odecneuynBaeT CHMHTE3 HYKJIEHHOBBIX
KHCJOT CTPOMTEJIbHBIMHU 0JI0KAMU
a) a3poOHOE JMXOTOMUYECKOE OKHCICHHUE TITFOKO3bI
0) HEOKHCIIUTEbHAS CTAMS aTIOTOMUYECKOTO OKHUCIICHUS TIIFOKO3bI
B) OKHCIUTENbHAS CTaAMSI ATOTOMUYECKOTO OKHUCIICHUS TITFOKO3bI
T') TJIOKOHEOT€HE3
26. Conep:xanue caxapa B KpoBH 00J1bHOr0 = 3,88 MM0.1b/J1. ITO MOKET OBITH
cJeACTBUEM
a) aJIeKBaTHOM paboThl AMAOETO- U AaHTUINA0OETOTEHHON CUCTEM;
0) rUnepceKperuy NHCYINHA;
B) MHCYJIMHOBOM HE0CTaTOYHOCTH;
') TAPEOTOKCUKO3a

OT1BeThI

la, 2a, 3a, 40, 5a, 6B, 7a, 80, 90, 108, 11a, 12r, 136, 148, 158, 161, 17a, 18a 19r,
208, 210, 228, 23T, 248, 258, 264a.
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